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FERME AL (IPF) » BR— AR BFEENMENETHERE MR - EEE—H2E
R PPl B R AR & SRR Y = F THREBERRHENERERRANER » IPFER{TEINZHE
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1. IPF WESER * —BEELNIEN  #rEMN « ARl bABEEMmA - AREA
A~ FERENERE ~ FREEERNIE - MEEE=SEMHREE MK (usual
interstitial pneumonia, UIP)AYARARIRES K / SRR ERIRE o
a. IPF #9 ICD-9 #Ri&S A 516.3 5 ICD-10 #RlE/J84.1 ©
b. 2018 FEIRFARZAREN D HE:

o RFHHAIUIPEY » AJEEAUIPE! (probable UIP)
o HEREZ AUIPE! (indeterminate UIP) o ELfiz2Hf (alternative diagnosis)

2. EIPF B ZEm e NG MA
a. PHIBEIE MR (nterstitial lung disease, ILD) EABE AR (BI20/ERNEIS FHIBIERE

KRB ~ REMEM) -
b. REZINIFMIMI FHIES - 7 HRCT & L HIR UIP 888 (HRCT: &S EiRH -
High Resolution Computerized Tomography) °

G c. XM F MM FEE » H HRCT &MY A ERFERFENEEAS - e

3. Z1RHB ILD ZEr SRR EEEM ~ T B R AR IE R B A ET TS R Al am » IPF 22
TR E AR =T - NAIES IR E 2~ IPF ZRWARKBERBRZT @ Bit1T4E
BEREEWAES IPF BEDEHX -

4. {RHTBESE ILD B1E HRCT £ 218 UIP BU9EE » HD4E5| @2 ¥ #H It 287R
BT RE MY/ (transbronchial lung biopsy, TBBX) 2%/ & fitit]] i (cryobiopsy) ; T
L Pl B E R BT RE M H ke (bronchioalveolar lavage, BAL) » £ E1BE TN
RFREEZ -

5. W BN aE LEBEMMREE HRCT &R L2 AlRER UIP 2! (probable UIP) ~ %
TR AUIP 2 (indeterminate UIP) ~ MEMZETEIRERYEE (alternative diagnosis) * & E/&
REMIT R E A E (bronchioalveolar lavage, BAL) M4SN FiTftid] B e &
(surgical lung biopsy, SLB) 25 * #a TR EIFR P ITFEZR - LHlEEREEIRITA
X REMBEY R (transbronchial lung biopsy, TBBx) 24 & it B (cryobiopsy) @ RAGRZ
BB BURERTIRE -
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6. ANRZ B NEBREDERMSEDRLTMKRERE - WAES BN EZERRDIPF
B E {thIL DAYRE T &8 S £ WIRC

7. IPF BB AR 2 s - EEAREAERMBELIEN - 28 IPF BE& 2 hIhee
EE%EWL%%mﬁ%’Eﬂ%ﬁ%-

a. DEEBENRESREREZL

b. FLERERBEESHEET -

c. BLBEILARNMERZEER  CRAIRBESUBcBREESEET -

8. IPF ZoimERIVRIANT © MIRAEARIGIN ~ fiThEEm B4 REBL ~ HRCT BREHE L IZE
HEAN ~ EMEIRIIRERIR  SFET o

9. IPF BE AIaE R A 12FR K (sub-clinical) SRAHFERVHIRTE - BFEMEBIKSE « EREFM -
PRZEMERERRFT R R IESE ~ BERE ~ MRIE S mERIERE - SRR SN IPFRE AR E)

Q ©

10. ZMRAL(AE-IPR)BIPFREEEEA 2 — » AR AE-IPF EEZMHEER » 25 MEAE
BERERIE T o RIS TERBMERIVE S cEiaRRE SRR AE - L
FEARBI R ©

~ %
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[diopatnic Pulmanary ribrasis - 2000 RN 555 =5

IPFGHRE S

=B /BN / B4 / fr T EMME SR magEiaEa5148%2011-2015
COEREZRSE 2015 FHETI AT ; OABEZESE 2011 F535] - Ak 2015 FIESIEHFRBIEK

TERABRELEEY) EEEA REEER
RISSBEHAEERLEBERSRELEEE @ sRENE AL \Y
FBE R AR SRRV ERSE @O SRR ll
Nintedanib ©019 BIRHHERER I
Pirfenidone ' BRI ERER I
g FUaHR o1 BIRFHERER Il
HIETE (H2 blockers & Proton pump inhibitors) @019 Bl ER e R \Y
AR ERERE FE R BE @ BIRHHEZRER \Y
MERR/APREEEY) TEEEER ARt E
G THEE -y1b @ SREIAEZRAL A I 0

FUEE MR (warfarin) #2019 SRR LA ™ Il
Imatinit 19 SRANERER I
Etanercept @1 SBRINAEZAEF I
Prednisone * azathioprine 1 N-acetylcysteine JEFAER €19  s&ZIRE (S » 1
RN AR RZIEENA (ambrisentan) €019 SRFURER S 2 Il
EHREREENRERE RINRNEZ LA \%
Colchicine @01 SRENNE R \Y
Cyclosporine A @01 BAIANEZEEH \Y
KRERERE S R amE g e SRENAERAE A ll
Sildenafil 19 BIRFHAERER ° I
N-acetylcysteine 019 B RN iR E e A %8 I
AR EZEE ER-A FMER-B) a5 (macitentan, bosenta) €09 | 75 & 4 Hb AN F2E 33 {58 A %3 If
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" BRERES  BRETELERR  SEERMEMAES RO MINEENTRL - BN DETERE
B > WREMLUBRDSE T RETMERIER -

LIERERRZ8EE  BENPEESE - MERAMERTHEIEERE -

S ERIERER £ IPF B REEANEES £ EHA/NMERDMINER - EHSMBETETERR

-

G © FEEERERAR S REAETB(EE  BEROREE  FMEANEEERNAAERE 0
o BB R A AR AITE TR - RS I R -
@ B BT TR EE) B E T A AR R -
“ BB IR T -

HEMBRAERRZHIPF 38 EENPHEBER/EEEREE -
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AE-IPFFE[REL AR S

AE-IPF FEPBAH

BZEB A e

 RERABE AR E R EH EE +
< BT BRRIRESE -
BB REWR +/—
- BB ZE R FRRRIBFE ) +
- ERERARE - EEERDITIRES IS
GO Rl o
IR ER AT IR 25
<] BRESESARAR (>
* Nintedanib +/-
* Pirfenidone —/+
- it & {E A prednisone Ef azathioprine +

+ BERERZHEEDER @ AREBEENTEUFER Y BENESE

+/- FERBEEENBEPEMR - AAF AR FERERKMNE

—/+: ARAM S MERNTFEESXERKER A ASERERSHEETEH
— ANEERBARZEBEDEA  AARZIFRIKERIIER
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AE-IPF &&

B I2 75 I e
R RIaER
- (KB REMFIRS +
- IHRERIERFIR 2R +
- BESEEERAE +/—
251
+ Corticosteroid +
* Empiric antibiotics +/-
* Immunosuppressant * —/+

e « Thrombomodulin —/+ e

eS| +/—
HAth
- BBIMBIRHEE RIN(ERR) =S
* Polymixin B haemoperfusion —/+
+ Rituximab, plasma exchange, intravenous immunoglobulin -
- JFXEEI B A TTA T —

+ BERBAERLZHBEREA @ BT E U T E8 Y BENGEE

+/—: GEBEERNBEPER - RN A R B2y & ER R 2

—/+: BN s AR B2 AT E & SR KB - AASE B ERSZEERE PEH

- NEEBRERZHIBERER - HRRZ TR E AR R

#: Cyclophosphamide, cyclosporine, tacrolimus.

1: SEEERaET A | MENF LR R EAGIRERITEN R ES) « RIEXFE
& ERIEZEY) - (Non-steroid approach: Immediate cessation of
immunosuppression(if any), best supportive care, broad-spectrum antimicrobials.)

§: FERIFERERMSENTERIEAER
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IPF EZER * —RBEEANNIEN  EMTEM (BB A - HREAR 2%
ERFERE - FRSEERRRE - mMEESRPTN UP BBREEN / N BR2E
& - D IPF RRZAPFRREMAVREARRE S A - BREEMSEEEEMEmMA - DU EERE
REE - FHENE2SHRAERE ILD " -

IPF ERIRZ2ERRS
ICD-9-CM ICD-10
516 J84.1 Other interstitial pulmonary diseases with fibrosis
Other alveolar and ¢ Diffuse pulmonary fibrosis
parietoalveolar ¢ Fibrosing alveolitis (cryptogenic)
pneumonopathy * Hamman-Rich syndrome
G -516.3 Idiopathic ¢ ldiopathic pulmonary fibrosis 0
fibrosing alveolitis ¢ Usual interstitial pneumonia

Exclusion: pulmonary fibrosis (chronic)

¢ due to inhalation of chemicals, gases, fumes or vapours
(J68.4)

e following radiation (J70.1)

ERIKZRIR

EEARFREREE AR RPES M WIRNZER - 9RERIPFRYABEM 5 itk
IR R DA ~ O s e B B (B[S B8 2 B R AR 2 IR (F R k3R » IR A R 2 E
FEERIMEF - —MRZ1E 50 2 70 sz E#IR - R 50 5RIPF BERIEERR - EREE
RIBETE 2 1 75| PF[R 5 B8 B B FRAE AR RS A s USRS -~ 2 B R I H BRI © IPFRY
ARBERNBMEEBRALNES -

10
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BRIREHAE IPF BEXHBITXRWARBHRAERE - —BHHEH 2T TN
Bernalillo ZRETTHIA QM FTEER @ IPF OB A M (EREFS 100,000 A 10.7 Fl (B14) k&
4 100,000 A 7.4 B (21%) - —IBL M FTTE KBS R A RIEGFS 100,000 A 4.6 A -
{BIEEH7E 1991 %I 2003 2 @ IPF WBERGEEH 1% - EERAL—KRERIL
EBERENRAOZE/L  SKEREBRGINED EIREA M - 5—EEBEMERIF A —@ER
SRRt E PMIAREERE © 5 IPF 84 =A% 100,000 A 6.8 £ 16.3 f °

IPFEST R GETE * 782 A AAS 100,000 A 252941 - SLSigS B ERE
AIEERARLRIERD IPF RWAIAFTEANERA—3  UARABRH XA E R ER
T o R — IRt EE —REBRARBGTSERETNONER  RITEXGHFERS
100,000 A 14.0 2 42.7 fil (EFFERAMREHIERME) - BFIE - BRNLAEE IPF 9%
ARMBATERRGREMIE  KE  MERABZEREFE -

G’ BEBRET QD

A IPFRIRESRH—ERARNHENER - EBEMRERBELBIREEGRRET -

USES

RHSER IPF 2 fEEARIERM - TERSFMMAAN208E - EUNTEENBERE
IPF &5 -
BERE

MARBELBREREL RS IPF WREER - BEBHRIZENSBHE (=

87 ~ SnFNER) AR (WAK) % > BRRSEE LAMNIRSR ki $HE - BE « =& - AN
2/ WL EERENEY M / BRI IPF BEEM - EREMRER IR
I BENRE BRI FRESIREIEN  BE—PTRBEREZER IPF W8H - 5L
B REMERVERREE  IRERECREFNWRITREMREAIEEESER
iR (bias) MR T e

11
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MM

FIEM RS ET BMERERPEIPFRAF AR ENAR | HRRZLHEWMRIIEE
X EB 5% (Epstein-Barr virus, EBV, AZBREZRE RN Kk C BT XH/E - EBVINEREBM
DNA £ HIR1E IPF BEMESAMES - BEERAEME L RAMPRIE - —IEREEER
£ 18 1 EBV DNA [ IPF g1 Higfe » 11 Higis IR Y EBV EREREANIRR(HIRR
Bl EBV FVEEUEABE ) - Tang REMEEREIE 33 & IPF ZENMEM e R 8 1EiE
Z7E (B3EBY) 2ERE  MRBIRALTE IPF BENMIE AT LUERIE —S @2
"S- MERBRENMBAEE =22 — ) ELWIHNBESRESEE EBY - EARRS -
A2 RS (HHV)-7 » BIK HHV-8 £ - NSt B LSRRIt EEE M - C BUMFR
MEEBNERITIA—E - BRELHNTEELEENEPHINEARFSNEE LA
BEMFS (B81F BK M JC ZEHRES) R MERIRWERE -

fEstfd IPF B S N EMMAEY) < FRMEEILR - R5X2ZIATREATRIERE : 21/%
BAIELEEEREX2EANGFEE > AMHFRRRE  EBY B2 AO0PNETEHEEES
—IAHTFTREZN EBV DNA A 96% B9 IPF BE R RIE - 25 B (CIES| et L
BENHRIEE AR SEMERBAFE 100% M 71% - @EBRICAEAENMHE - KMt
HRAAETE IPF PRA EISEER ' -

BREWMR

BIEHTR R » B B BIEFA (gastroesophageal reflux disease, GERD) 784 IPF BIfE
BN F iz —  EBURHEEEREA AT sEE M E R A (microaspiration) #H1HEE - 2% GERD 7£
IPF BEFREREN - ZEIRMAFEABRRMETIRAIHRFITEIR - GERD HEEM T
REREEBWIRAFRRE (BEMEMEC) SR - 28 IPF %A GERD BEERKREDL - B
TN R EE R S PO EVEN S TR AN B AU E AR 2R H1 T GERD =B IR o Nam 2B e Br ot EL A ap HA fh
575 (5 2N REBERE S HIR At (L) BB » GERDIRMEE B R » BRI A5 M A By
1t (RFBEIEEMERERR) RAE S5 EE GERD - NAKEH GERD 7 IPF RUBUR#ET)
WE—EAR  WEFSE—STHR -

O 0

BE

©
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EIEREER

EQiEHLiToriiald

HERMEFTE IPF BEARE 5% @ (BBAEMREFIRFEE IPF (REIRAREFEMZLLE
B RRE) BRI - EREANEZRIRGIR - ALIZ2E IPF iR B EAR - BT
RARMAEBE CRIABEERS  MAXKRE A RRFLAR/) » BEREHFNEREIIEAR
A - MRBIBESBWALRRT - KRB CRARS T EEEFWE (founder effect) ;s (IR
BmpI eI FHIREERRIRR) AR T BEBREEMEH L ECARE R A8 BN
Af TR —FERETR2ERBESINARET » ELMOD2 (iR Z & 82 4931 B4Y)
IhEERBEVER) AJ R R R IEEL IPF YRS AR (susceptibility gene) ' ©

ERBEAFEGIR - fdE bR ARl EBENAEREEEM (autosomal-dominant)
LEMRRIRANES 14 HEAERABEBM - ZIMNMEREERAER C (surfactant protein
C)ERRIZe & R BRF R M B M AR o FIVAB B M RISE SR » (BILEE BN R BIMER
RBER - HIRER 0 B—ERERIEA—A2 ERE (SFTPA2) ERIZE B 288 B 5 e AU i
e HEE R BEAEERNT  ERRENMEREHT —EAREKRPEREREHIN e
(genetic linkage) AFFT3EIR » MAREATEEMER (inked interval) A¥REEAEITEFIVEE
X BRIEETEEMEFRRZEE -

MHABIARE DB EMIRAES (telomerase) ERER » AMinkulg X EikEs (hTERT) 2
AFImHiEg RNA (hTR) RISV E RS 2R R R A A b B EEE T - BRI RN
B IPF BERR - BEFERESARGUMBELEENRAR  BEEEERAE
15% » 1EBERA P ABIFEIE 3% ; mEELIRESEH RN (telomere) #RB1E @ FxAIERH
e (BFEME LA ) AT (apoptosis) ! °

13
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IPF B3R GIRRIEERZR

BEMREREREL IPF BEF - PIERNZAEMHERSNEEEX  @RHE (N
F == [IL]- 1a ~ JEEEEEFEA F-a [tumor necrosis factor-a] ~ B EF X a [lymphotoxin a] ~ IL-4
IL-6 ~ IL-8 ~ IL-10A01L-12) ~ B#3 (a1 -FEE R RS [al-antitrypsin] A0S W HE X (LB
[angiotensin-converting enzyme)) ~ {B#i4E(L D F (@ LA RAEF-B1 [transforming growth
factor-B1]) &ZRA K& LR R (B X R [plasminogen] SE{CEIFNEIE -1 F1 -2) ~ RME K
HEH -AM -BER -~ pEASNEREES 2 1 [complement receptor 1] ~ NOD2/CARD15)
DIREBESEERE (MMP)-1; ERLIEAERRERRECER - AN - SLBIRIRER

Zﬁﬁﬁnﬂmﬁ N\;%E To

MEREZEFZR (haplotypes) @ 1£ IPF fmEEREHEIRRED R (skewed distribution) »
REERURAERKER LIEEEAR - THRE — SR aREFNERN T » MHCE 1B
$EAEEI AR A (MHC class | chain—related gene A, MICA) 1 IPF = B BB HEM - (Bi= L4068
MHEFEFTEEEABEN AR FETES C stERIME @ 2 EMRER SRR
e FEBERZRERE IPF BB - KK - BRAKIRMFES (microarray) DT EEIG 1SS e
BRI ER R ~ D EAAEN R AMDERNRER S  BELEHREREETER
HAZE FRPEES " o

HERGRS SR B A LB B2 E A IPF MBUREEIRE Y EBAHE - BIHEE
FZIeEERMMNEREM R UEREEER N ; AMIESTEEMZRE « EMANEREIRITE
BB RETIME - TIREANEET @ AESIUAEEERIRT G - HREASERE
IPF 25 #E/TERKA

14
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BE IPF BRTTIREM R

BEERESE IPF WAEBARIMEIL AL » KEANWHRSREERNRE—F @ TEEE
ARERERITTEE IPF IEITE (prevalence) B2Z84E K (incidence) @ BENDEIZBEGE
IPF BUMATIREM T - ZREAMERBEREMT IPF BT EREFAERS » K i=0k
ERDN  MRAEEAMBEEE - EECENBRBES ' EENEER - FLARNRER
18 5% * BptEEACE{F R ICD-9 code: 516.3 MUl - BW/ERBHMEEMMKRIZE - M
BENESRR  WEARGEREEABN L2HE - BEEEIBFMMTIFHNEEZRE
FERZRRIT) A B MUB IR BT B RS - NEREREENE RSN ER T @ ##H
EE 1996 F-E 2000 FHARE IPF B TRERA KB ML N LER R 1.6:1) - THRAZRE
WS FRANEINMIRE LA (RR 4) - LERERRERITERR 427 (BTEAQ) HBE4E
K 16.3 (ETBAD) BREEMNETERE 140 ( E+B8AN) @R/EXR68 (E+HEAD)
MEFERER RN ARER cFENER - FFRR4 -

24 © IPF fUBRTTEREAR AR ( 3EE %, 1996-2000)

BITR(8TEA) BEXR (BTEAF)
BREE # BIRER K BREE # BIRERK

©

24 xwit B x4 B L4 54 i

18-345% 3.8 4.2 0.8 0.9 2.8 0.0 0.9 0.0
35-445% 4.9 12.7 2.2 5.9 1.1 5.4 0.0 4.5
45-545% 23.3 22.6 10.8 11.3 11.4 10.9 6.2 5.4
55-645% 62.8 50.9 18.7 23.3 35.1 22.6 12.2 9.9

65-T45% 1485 | 106.7 50.0 29.3 49.1 36.0 21.3 16.6
75 LL E 276.9 192.1 87.9 48.4 97.6 62.2 38.5 19.5

# EERES L FRANEN 18 51 - BRtEAEKER ICD-9 code: 516.3 T - BER B HAMME MBI -
*BIEEE  WARAEETEABN LR - BEBRZBTMINEY H R EMBFRIT AN E RN EKETERE -

15
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Idiopathic Pulmonary Fibr is ¢ 2020 EHR P
B BE

EAMREMBEIREEHER IPF AR TREN T (R 5) EREE 56 BN ™ &
TUMEE T SRBIAEEMRTERERE R SR - RREON - TR RMN  TEE
MEN G EBARTE D ZEAERREIEERE - EITRIERRRZE DT - HfIATLL
B2 —EEBNIRER  RREEBER —EKNEREEERNES © 2 5I521996-2000°
Ed 2001-2011° HAfEJ BB ST - BT EINEEE 2001-2011 £ RE 1996-2000 FH9
WIFest RARLL - 3835 IPF 9B TREAREAE R F A AEIH£S - #AM AT ERER AR
2001-2011 FERVHERE 65 AL © 1996-2000 MR 18 UL » BREKIEFEH
REz% @ BEREE 65 5Ll » 2001-2011 B;@Fﬂﬂ@@ﬁ+£ﬁi§§§$? 7R 1996- 2000 HAREHH L
IRK) LA MIE - HRE+FEZBARABE LAME BEMRAZ - B EE ERmm
PR UK E VIR DU BB IR 2 7 5 ARV ﬁﬁjtT =k %EmlﬁAr REEREF -

5 | IPF RUBRTTREASS 4 R (H R R B AR EHTT)

S Al N E:l.g?i—zlf—( é’éﬂf’—_g—(
x #HZ= HRR (BHEA)  (EHEAE)
=B’ > 18 B% ERRIGpmMEEN 42,7 16.3
1996-2000
=E° . 202.2(2001)-
| eeom | mmmmsmas A 93.7
Er < ZHLRERE 121 4
19811000 | T R B R ' 09
e Y
AR TR | 2ERRERAEE 3.38 0.03
2004
z=me
E” _
2000-2009 > 40 B 2 EERRERREEE I E 7.4
I S R R 100 23
2003-2007
BiE" 0.7(1998)- )
19970007 > 18 B% BERRENE 6.4(2011) 0.6-1.4

16
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Idiopathic Pulmonary Fibrosis * 2020 B Eﬁ ==
i% BE

BERNTIFTEEHMER 1997 2 2007 F£ERRMRERIE " (£ A RXE T—RAImE
EEHL 0 ETEE IPFORITREN ST (R 6) 1 1998 2 2007 F - EHRERKRER
TXR 0.7 6.4 BEBFBEAD)EBAEXRA06E 1.4 (EBEHEAD) DIBKERRERTE
£ 05F 49 (\BHEAD EBEXL 05 1.2 ( BHEAD)  SFREHEMNNARE
EBZENER  FBHRK 6 ILRIEAE IPF R TREREXZRIEMNERNRE
E—RBREAAXRDMNANPHEAZBRERBEERESHS © mI—EATEFEZNR
HAARLIPFRIEAR » QAFTHREMNBAERESENRERRAMEN - BANRARER
BEEREREEMRENEER  NFFABREERENZEAZTRDWARERRE > S5 —1E
RERNARAR - BREHIRRHEAEREDE S TR EE N FEREEABIEE -

76 © IPF RUBRITREAZFE R (57 ", 1997-2007)

BT (BTEA) BEXR (BTEAF)
BREE# BIREF K BEERE # BIRERK

54 xwitE Bt L4 54 xwiE BE x4

18-3475% 1.6 0.9 1.2 0.8 0.1 0.2 0.1 0.2
35-445% 1.3 1.3 0.8 0.9 0.4 0.2 0.2 0.2
45-545% 4.0 4.4 2.8 3.2 0.6 0.2 0.6 0.2
55-6475% 10.3 12.5 8.9 10.2 3.0 1.9 2.3 1.6
65-T45% 35.1 25.9 26.3 15.2 3.7 6.7 3.7 5.3
75 Ll 75.8 29.9 64.3 22.0 23.9 7.3 21.4 6.0

# BEER - FLARNEN 18 5% » EREEAHERICD-9 code: 516.3 Mzl © BNERBEME EMEMBERIE
*BIEEE - WANEEETEEEB/IN 28R - BRSBTS LR EMEBZFRY) A B MRSk ERs -

17
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Idiopathic Pulmonary Fibrosis * 2020 EfIR P
B BE

AR MERFIRRRAEFRB(TE - BN IPFOERRERT) T PFEAS
ERESMTRFRNBLERAI1-12%  MAMENSHTRSBRERES A
17-18% » REMERETER - MAKPPEANGERERE - BEEESENTERM
7% 0.9 F (WAUBEER 0.2 F2 2.5 ) BMEEENFEEPAHRE 0.7 F (MDA
IR 0.1 % 2.3 ) MREEMFETHRE - £—R IPF MR (36-46%) » HRA
R EAEECHNERREMESEN - AEH IPF SEMILEHNE RS
ETEEER | —ERAEN IPFRIEECLRRE | B—ERA IPF 198 AT 8RN
S B BTEREBNRRAS LB REE -

=7 BE IPF BEE—IAS2ME L EEFHTRIEAEEER
IPF 2B 18

EEBERFfA BIMER =ZmE EBEPNF

BEEE (=712

B HERFE( AL ) 2107.7 980.7 595.9 531.1
=MEEERE 241 168 44 29

G BER 0.11 0.17 0.07 0.05 e

ERI&TE F*(n=550)

BHERFRE( ALE) 1538.5 731.4 434.9 372.3
=MEELRE 187 134 35 18
AR 0.12 0.18 0.08 0.05

# BHRES  FAKNER 18 5 BRtE#A#EHICD-9 code: 516.3 M2 BT » BB B EME B MR DE -
*BEEEE - WANAEZEEEEBNL2ER > BEBRZBTMINEY H SR EMIBFRIT AN EENESKETERE -

MERIGE IPF M2 RN EREN T - BEABEERMFRTIRE—R  FTLmE
BINERBFUIAT R R 58 IPF FBEMNBAXEFTRRA - WHHEEEHEE
IPFHZEY) S B F M RAVAEREEFEX » ELERABESFEEEE LR IRKEE
E—TIMFRERS - BENI > WERAERAIMERZIARE - BRIENEESENES
ZEE TIRFRIAETT IPF ERIKEERHTZT » & NICEFIT #i%EE - BRIEBYT IR © 5
Hh - WEKFRIRE T 5 —EERRRAIFTFTE - NICEFIT-ON » &R LIPFRER R EEE
B~ RERME  RRER - SMER(CLLBILRBIERBIUSE - »8 IPF EWIRC X IPF KR
BEAMEMHBR & LEETRBD > HEAKRREZRGCEA - BRALFERN
FEIR °

18
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Idiopathic Pulmonary Fibrosis * 2020 B S =
B BE

IPF B 7ATRIZ

BRI IPF EARE | TB IASE TS SR ERE  RRETR
SRNHRIETISLT « SVANMEEHTRNIEY PP BENEERIDETBRING B
SEREMENTRENMED SREE  ZERRALE 25 34 « TR « MHHI
SRR Y BE TR THRRARERET - ENEEREE -

HBIEXR IPF ZEREEAENEARE (M NEATR) 2 RERREMS @ B2NE
TIEERBARENERRE - ZHBEREGREER  FLEERENRBESEET M
BLEBEGRESUETRIERBENENF - BRI NSRELEARRERSREAR IPF Y
KR WRRWHRERSEXEME « ke Xt - ARNEMARTE - AftzllivR
ENABIRSBSFHRED IR ERE -

Onset of
Disease

Sub-clinical Period e

g Onsetof | \ |~ T/
‘B Symptoms Pre-diagnosis Period
8

S

8’ Diagnosisf - - —-— "\~~~ -"~<-—-—-~——-—-———- — — — — — — =
nh_ Post-diagnosis Period
<]

7]

(3]

0]

2

(=]

Death
1yr 2yr 3yr 4 yr Syr 6 yr
Time

FE/PFHBEARRE - BRIERIPFRERFEAENEARE - BLZENRBEEREDT/L( TREE
By BLURBASERREARER)  FLBREUREKEREIDINKRMERCEHEER
) <& RISRISEE NEXRBARENRHEBERDAE -

19
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IPF 2421k

FFEESHEID IPF £2FH (8910%-20%) B4 ZME(L (AE-IPF) 1 o Z24EAE-IPFRITEEED
HEAY » LEEEFERESIAE » 2007FE L BIM R 28 RAE-IPFIV L X 52£80% °
IMERNTBERHELRS  ERATERZRS - LRE—BE2EMEIMMTREEA - FEEEN
THTEERRNOEAKRELA - BE » IPFEMEB(ENRERES S | F—E R AR AMEN
MR N EE R VIR R ~ B MBI R HBRER (EEAREMRENBNERERR) - &
B FHIEFOMERE  DIAEERKE ~ iR E - RSO RRIBSEEMDENERE -
2016 FEFTHNEMERICERR - &  BALBENYR=RIHBEEFTRENEZME
EEEE  c HREROHTEIRABFELUTIE 1. BECED RIPFNE TR E &
IPF ; 2. E—(E A RNBE RN IR RESEARRL © 3. BEERELIRMEEECHET
B9 UIP pattern (FF 4R EMMR) 2 ERVERIFEIRIBIRDE (GGO, ground glass opacity) kAl
BEE1L (consolidation) % ; 4. ER(LIIRIELIORIBNERRIB L KRR EA © -
2016 FHERTIEET AR R Y SRIFIY AE-IPF AURRAN » FERZAES B S Y MR A2 R
ERIBENRE -« aFENGER - EEFIRLENIESIH AE-IPF &R "2  BIKRCEEN
FiRz=ig  HNHENEZMBEENEE @ BRERESERBZIEET 30 KRR
&l - MEATELERRS -

SMERERAILIE IPF SRRV RERL L34 - MEBAREEERFHIRNKRE - &
BBAE ~ 3B M/ SURRIR INER R B ERAVIEAR - 328 AE-IPF BRI EREEAHNGRET -
BEENBIEMEFMEN BAL BBETMRHZES - LI BREBELEFELER
B (GERD) ~ BiEMIRIE QIZRITR) » MIIsE8ERESE (ower FVC or Dloo) » B H
tIFEASE - BRBINERS) - AR SMEB(CRERR -

#2,2 > AE-IPF BETBEMEERY - MEBE AE-IPF o BE—TREMFRENRRBIE
BE o BEIEREARTUES - ERKENA AE-IPF TEREL AE-IPF 284 B0V E S fRiE Al
HRERIRTBE NG ER - FRINEMIEZE ETE E R BAE-IPFEATERL B BIE RS RIA K
=)

o~
o

o

00

BE
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B BE

TFiafnat

IPF SIBMIFET-20] - QVEEERETIEI - ISR EEIER IPF ERHNTT
FHEXFANLES - &% RHFERRIEERR (STETROIF 60%) - EAhEE IPF 25
BRI TR R AR BE EAREIARAR © bR 2E R ibfe - T — TR KESE CEREEN
EITAANTRIR » IPF EBEANSET R4 1099 45 2003 FME T - SIRASBEN IPFE
0¥ » 2003 FEREIEARIZETERE 1,000,000 £ F1 61.2 Bl - LIKE 1,000,000 &2
54.5 Bl - FEHA » IPF BZETXB (A5 A% 1,000,000 Z B 33 £ - MIKE& 1,000,000 #
M4 24 B - AIERANH IPF B9ZET- &7 (mortality burden) LHAEER DBIERES © 4h » B
BEVBE 20 2R IPF SRS RE L8 - ML HRFVAR S B RREE ERAE
IR ETRIREGET R "0 0

21
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22

S HEAFNFEE

IPF B EHEDE THRREENDEEREEERAME - —RB/ELAS/ANFE
BRHRERNERRXEEE  LINBEAESERHN LBAR - AT EEE H—LEIPFY
FETEART  ANAELETRIR TR ERE RN EB AT TR R E DU S R ET L/
=R

BEBBAREERR "BE, » THE, >~ TEE, ~ TEHL, M "B, FREEKRE
TR H D EIRRE DUA S RIS RE R B/ BB E B NEE AR - A1 © &
BAMITIHNBERRRELBSEZBILAEE - 55/ ZFBRETEH2FERNLTARKS
REBAWERERRSETHRBERMEEEEN - BRMERER @ ERAEB LEER
FNFERRERSHBEESNATER BRTXATR) - BN IPFBRAREEZEN - B

ARENERERARRLEESL "R L 3¢ TR IPPRBRIREN—IANZ RS -

B IPF BE LT E Mg N1 B RrYR RS =

AU F
IR R EE 2 T
DLco< FEAMERY 40%
6MWT HARE M E A EFEE< 88%
HRCT B BRERR!
IED) ST

HtmE L X F (longitudinal factors)
IR R B A2 R 3 N
FA /105 A& 2 (Forced Vital Capacity, FVC) #2%1E FB%= 10%
DLco fBEHE FFE = 15%
HRCT Rani# LAt B iL

BMWT = 7XMETTERIE  Dleo = —ELIRIMEEE ' HRCT = 2fETESIKETEHH
“ELEHIFVCHYTE B B ERBE -
T BENEEH B °

©
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Idiopathic Pulmonary Fibrosis * 2020 EfIR Eﬁf{ EE
ACREH B
AT (BAIERH) BIEHFRBRANBE NS BERREE - REMTERRR

EREFLCTRR LA - BEBMRERA TR - #I8  ES - MNABSERRRERE
TR ERILAHA -

e R% [

AN TR EAT RN R AL ERBNENEEEE - BEZFERZEAR
BRI ERX  AFEREEMEEE@EFR (medical research council scale) ~ EXEHA
IR R EEE 3 (physiological dyspnea score) BRI RN BR2AET KK E 8K &pETER IPF
BEMTER o WK REHFERENELIER A BREE A TR GERRE o

A ThEE

HEARRMIEH - EEMMINAERAEE IPF 2BENEERECcEEESEARA—/EEH
% B REATEERBRMEE ~ MMEHRBEAEMNELFE - SRR EEERT
G B BEMANTRMESE (FVC) MIBAIEREARR - 2EM—A bifmBEE Dl * BEX 0
R~ IRIMATRERIE) HNEREERASENTEREEN - MEEREERE @ RTEAE
40%) 5 > SERSMNIETER - BRENEET - EEHM4EE (total lung capacity, TLC)
A fyE — B ARSE D BR =B (alveolar-arterial oxygen difference in partial pressures, P(A-a)oz) I 78
BREIEN - BIREENERE R HER - BB EEROMEENNE (ERBREE) &
RATEAREBR

A B EBPORMIALMEE (ongitudinal change) AR Z IPF SE TR —IEE ZTRAIAF -
FTRE 6 S12 [ A AFVC VT @ B RIS EAR R < AR TS Al SRR - T ERER
£ IPF # > FVC T 5-10% RIFAZRISRIZETIER © MAFEMEH Dloo TR ELE =17 E B E]
SEMEN - AER BRI - HFREER PA-a)e 7£ 12 BAEEEBEE 15 mmHg -
AIARLIBRIEETER  TLC 7 P(A-a)o: Y 6 18 A BRI LITERITZEIB 17

Decline in % FVC in the preceding Mortality in the subsequent
24 weeks 48 weeks
0 - 49% 5%
5.0% - 9.9 % 12%
>10% 24%

23
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HRCT BY4&E

AL EIRR S HRCT FEEEE FVC A DL Al BB EERZIAARRM - Z@EH
REREEHEE HRCT LE#ENESIRRWIZE - AJRLIER IPF 2ENEEER -
HBEINFTFN RN

BERE R RHERSESEENZGESBINESINA RS I BB EME T HTEaE -
BPlane B Az R HE A A58 (Composite physiologic index, CPI) » FEHAAINE—MWE
(FEVy) ~ FVC # DLco FEUETER HRCT PrEERIVRIRIZE « B8R FEV: » FVC » DLco » TLC
Paoc, SERIFHINEEISIE « BRIR-F R E-A BT AR & (clinical-radiographic-physiological
scoring system, CRP) Zk#hk CRP s 4% » CPl I82ES 2B aMIZE T TERIR T - i@ -
AL BRI AR RIS R AR P E T - BEERRMFAREE o
N EEfTERI

BEARNDETTEMIE (6-minute-walk test, BMWT) Bz AR FERE S L - (BEEATE IPF
WA PR ZZERE  AMEEFHHTERNEBXEIRS - B LB ROMWTH
RMEEBFE N BIMELBFERE) 88% UT) 2T A AN —IEIEE  Iboh - 17E
FBEEREANITENRB OERMERENIRR » HFSHBREMNEBETL TR - A B
B AN BRAGMWTHRFTEI ENMELNE ~ TEERMEMEBEFE N EEPELEEEIR
Mo ITHA—IE H ARG R 50 A A S ¥ IPF BE TR ERE N OMEEENAIE @ BIEIE
R EARACHEST - LR IR R HANAR o

HE R TR AR

SHHR—2RBRESI A RER - JRSRRZBARNABRESIRE - KL
A 12- 26% NEBREEETZ MR AR FFEZEEZ] UIP F NSIP RIEIRE - ZREEHIE 2@
ERET A RENERE - A—2E UP BF (A—RFEFRE UIP 7 NSIP RIALRR) AYTAE
PIFE—2A UIP 28 (AraZy) AR SR UIP) 83T © SRR - MRS
tt (Fibroblast foci) BIEBZ K » FHEBRSRILTRAR - INEBMABNEFEERENMHE
AR IALET - 21BN 6 BAF 12 @A RHER FVC M Dlo FEMIRSR - FHEMAmRE
BERAAEIPFERE Y HBAREETHA © BRMRBEZHE

O 0

BB

©
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% BE

HRCTEIRERIFEI T FH

SEMRIE MR UIP (Usual interstitial pneumonia) BYEE : HRCT BYERIR
HRCT ZIPF ZETRIZ P AR SR —IR © FHEILD IR 8MIHRCT #AcAenzan T -

FEEETTHREAR/E (non-contrast) ZEffEIRE - BEEVERS * !

3DIERERTE RIS ¢

- PEXER

- RFSRVhE SRS

- RAKHIMREE

- FFERARBEX/NIEMERER
>E G HAERAYERTE A A120 kVp » 9240 mAs
SEHREERIRA 0 EBEZAREEAL(1100kVp) RIKFEE AR ERIE
- ARSI R ZERA RS E R E{E (;ZD EEp S ?é)

HtICTE S (Q1.5ER\MERE

- BRI EERG

G - ERATIERELE 0

- FHEKKTBRERS  BCEEHNCTESS LERILE (BEXRERL © BIERERERIREE)
FASRRENRCRE ¢
- (IEAZ 2R AT (3DIL
- (MEAZZRZ4nt 5@ RF (3DIL
- (REAZ 20t ¥ (3DAL
- AR R ERAIRAR
HEBERRBMSDEFERNMEHE ¢
- 1-3 mSv (FREN"FFK "EI£)

g
BEERBIMER &)
8 -7

B EAEMEERE ) - BRERMEER (RAX)

*

il

URAERZESEZTMIERER

UIPEIEERYHRC T4

UIP (Usual interstitial pneumonia) A& B8 HRCT HEBEE S AR (honeycombing) AH 4%
BEE BRI R EEIER (traction bronchiectasis) « EiZ R4 4l X T B &K (traction
bronchiolectasis) » Lt EA] &3 IRELIBARIEE (ground-glass opacity, GGO) A=A
TREYRE (reticular pattern) » ¥ EANABE R ZIENENTE - EEER/NEEHEMU—E (B -10
Z2X BEBEX)  WEEMARKHBENIINE » KEHBEMINGBNEN TR E
YREER BENESETNAEREEE2RREEEMPIMETEE (subpleural cyst) ' B
WAIBELLE }E%&JEEEE MmEEMREEHEME (paraseptal emphysema) ELZEh Al &8 2 7
MWEE  WARZHER - S EEHESSEENERE > BRERBER (nterobserver agreement)

25
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ldiopathic Pulmonary Fibr is ¢ 2020 EHR Efﬁ_ ==
R EE

WA REENEREZZREERMUES RN E N EBRE (G120 - AR
EiEk - PRFSMREE - MR TEE) - EMRE/M R ERKREMEE(CR—ERR
BER > ASECMABNARAIEZE REINXREMREERR PN EE
FEpRGR - EUIPRIRER BB ERERNINE/MRT - TaHEESRERE  SEEN
RMALRINEI BRI RETRK » ERIRIAZ(GCONE R MM ERIVESR ~ NBEREIE
me EBHEREXZREMMEFR - MERVARBDENRE - BILERIEIRHF (solated
GGO)" ¥ LA AN Z AR BLRE TRV EBIBAR IR » "B BRI R W AR UIPRISE AV -
AEHGERIPFEES  AJReURESMEMER(CRIRIF - HBRY > EARRIREE THER
BTG - YRAREIPFREDRREE - 35 BRENERE/MRERRE
AL - O AIE B B B BRI HRCT 224 -

MR LAY HRCT 5 - =& UiE UIP #IERERI (5R8) - BiE“UIPAY” (&1) » “Alae
£ UIP 20" (B12) » “MMERER /& UIP 2" (B 3 “H A2 (Bl4-15)
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nary Fibrosis

¢ 2020 EHAR

7= 8 1 UIP BUBERY HRCT HIEiE#E

UIP BUEE

UIP)

o BEIETHMN
BhBE T R BmiE
B AR
SR BT
M

- IR
N
HAINEIZERIME
STRE/MZ

FERR

AJHEAUIPRIRE
(Probable UIP)

o BMEFTREHAN
FRF KB EE -
MEEEEE R
=k

° MREEE RS
HEHIL S IME]
FhMtRE M
X RERR

* AJRER LY GGO

i AERD A
UIP BYARE
(Indeterminate for UIP)

cBEEERAIET
BRI

- MBS ; T
HE5 GGO SR (

BHJUIP BUEE") CT
BIRE sl B L
NEEEAIE RS
ERRIR ("B IR
A RERD")

00

B

HAthz2

(Alternative Diagnosis)

femEME2ERRIEIRE B ST
- CT 4315 -

>z
>ARRERY BB AR STHE R
>ARREE Z /) GGO

>[&Z B/ RSB
>/\EFRDEIFEED

:t Pazad

>HEH
> EE
- FESAEE
> REIMNE
>HEFME
> b RiEk AR A EF
- HAb4E
>BNERBER (B B A R fRAh)
>RIERRFERA CTD)
>3& I HE Rl Ad (erosion)
(BEA RA)
>EZAMEBAERE R
(ERHEMRE)
SRR ER ~ BE
(& CTD SEEMEE)

MEREE: CT = BiETERT  CTD = &#4E800R - GGO = BRI, RA=FEE 243

UIP = S EMERBMHA
“DMRIBVER  BRAEZ - BATREMAI RS -
TEHICTIE + BMGGO » MIRER - FhEkss b -

#i%

BE

27
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UIP BYEE (UIP pattern)

UIP BUR82 IPF VBB ET RS - BEINESE L RUIP—EBESE Wl 2 0%
HIE UIP » BEZ| HRCT AR 2REEINEML - BEREL I LIBI IR ER M RE
A RERER  EMEARESHEE - AN UP 2RBFEMINIME TMEE - LM
EEFHALESR—LUIPERE ; IEXLIERT - EE2 M (craniocaudal) A9 UIP BUREHfA]
PR A - BEE25%RAINMEERE - AIgE2RMMAIAETHE - B ADHTEER - HRCT
HIE UIP BURERIEA » 90%-100% FEAHBURIEE 2R UIP 8188 1 281 » B4 EHE UIP 2
RRASREARNES - 1B R/E HRCT B UIP BURBIR%E - EEBMIERT @ M b=
NABE R/ NS (bAE 80 - MAARNEMEAE IR HARFUIPEREEBEMNER

o>

(29%) - UIPELRE & Al g8 IR 7E fm &R T8 i B A IR B B 44 & 4l B /& (pleuroparenchymall
fibroelastosis, PPFE)f&L » &&MDDEI#1E @ B emrUIPEIRE » ERRARUIP/IPF » I B)E

B o Loh > UIP ZURE ATRETE AL AT 23R (AE IPFRYSEENE £ rl RUIPIN_ EGGOR!
&) A FRMRERES L -

A
'\

-

Typical UIP

1. 2RUIPRIENEHTE BHETE (HRCEAS | (A-C) BN RO BEETHEV G2 RIsEHE
b bRkt E RN MHENREESS (C) - 2REEN (D) » REICH REARA/NAFEERE L - kFEE
AR NRZEAER - LB (BA.B. BEiERR) 2 ZEHE (BC REEHE)MMA - B - tmfin] R EIRRERZES|
43 FERR (BB.C. B&TER) °

BB
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B BE

nJEEA UIP BUBE (Probable UIP pattern)

B 2011 LUK - BLREMEREE R - ARLERFERE 2011 F£455[HI7F HCRT 217
AlEER UIP VAR BERBRERINEENESRER - BME A ABRIEER
HIER UP - MEEMRKRZEIIRE T » HRCT HIE“AIfeA UIP BUVMEE - BIHANE 2R
EZS|MEZRERRIAZREER  WERENI B UEERABREENUIPERE - b
At - SMEEMET T EZS2RERLEBEE BEHIIBEEN M RERBRTAZRERER
o LR EBEENERA A AR UIP BIE” -

Probable UIP

2. 23 probable UIPERIAER S RETE BRSENE (HRCT)EAS | (A-C) MEME G RO)EHTHRERE © K
FEBEAMHPAEEED (C) 0 2IREEED (D) ° IREAEIRREREAREEE - SAMEEBREEERE » 7] Rk
Bt - WARFRIEEARE L - RABMEHE - 228 LEETRNEIZS (nterface sign) * EIBAATEERAI RE
%I'Iﬁi’iﬁ%?&%ﬁ%ﬂCEI%EEFEﬂE%%I’I‘HHﬂi':Lé})EEE
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e ARESR A UIP BUEE (Indeterminate UIP pattern)

BRIDSAAE —LLIFMA HRCT FFERKE (KI30%) FHEAEBIRIEE a9 UIP/IPF ZYRE -
At - & HRCT 2IRfh#EA L - BREE| UIP AlsialaER UIP BUpViR%E » i XREARETEM
BHMPERR » B T HEERR UP B"AERER - ZBRNEAFR » BLZ2RIEFED
SR N EERRSENAABETE - BEEBEN CT M SE EREERERLUE
HR UIP S AfBERs UIP BU o TE55 L5 A FEZLUREAZR Z2 K S48 (prone inspiratory phase) » %
1T HCRT MERINIR NV E/Be il IEE N EERfhiER A2 (dependent atelectasis) °

FIat
il .

Indeterminate UIP

[El3. £Rindeterminate UIPEVEERISBEMTE ZIEEE (HRCT)F21% © (A-C) HEER:1% - (D)EICH/BAK
REEMMVTEBIRERG2RMREME L - BEREETESIMNIEREERFEHIRE D) o BRigAk
by WEMEMMIERIEIR - aEEREM L 0 EWERSMHEELIRSE -

H{hz2KR (Alternative diagnosis)

FEFR LI A L ORI G  BRIR L2l IPF > {B HRCT 2R EMBDEEIRE - 5L
RE BB A (hypersensitivity pneumonitis, HP) BYft_E BEFRRYAT 7 2 8 OV AfE L ~ =X
2 BB ARKETER (mosaic attenuation) ~ ZEAEEAE (sarcoidosis) Bt P4 B 4414 2]
4B~ S L IEE E MR E ML (nonspecific interstitial pneumonia, NSIP) /&2 FE 3%
RBER » FLER T » HRCT AIAEE3R UIP B - ATAERs UIP BUSkis MOERERR A UIP ZUAFEY -
BRI IR LMD EER - TERBIBR T @ BEHAT IPF MIOMNIEMPEER
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BEMERTZA Chronic hypersensitivity pneumonitis (CHP)

B4. 2WRnon-UIPEIEER S AT E ERSENE (HRCT)®(8 | (A-C) 1B =& R(D)EMAMZEIRE G ER
Bt WHEESMA EAER (D) - REIAR] RABFERAKEIRE - SAMEEBR RES|IMZRERER - 1
e ECr] RIEZE BE =2 AEE{k(mosaic pattern) » XZRlobular air trapping ° i B 7] Ll & /)\fh & RS F0/)\fib e

ENRANIEE - R BIRYEZIER R BE A chronic hypersensitivity pneumonitis °

FEEMEE AT Cryptogenic organizing pneumonia (COP)

B5. EFnon-UIPEIREF ST E SHSERNE (HRCT)E S : (A-C) {HEME &G kD) EMTBRE G 2R
AIANAE T HIHRE B £k (subpleural patchy consolidation) (B,C) » {Biik HIR A —EE RIAZE S RE DT
(peribronchial distribution)IR & - EFEESVRHER @ :FF AHEMEA2 (organizing pneumonia) °
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AR AR B B 14RHR Connective tissue disease associated interstitial lung disease (CTD-ILD)

Ble. 2IRVIPRIRER S REMTE EREERE (HRCT)& & © (AB)BETER & - (C)EHTBIRER S K (D)EM KR

G 2 REERESE > REETEAMMRIERESS B-D) » 2IREEEST(C) ° LLRHIEFHFEERE

AR AR L (B)MH¥ B E » A “exuberant honeycombing” sign ° FAEBICH] R — &K F4R » HHRIKEFIES

e RR5E » B“straight-edge” sign ° TEID_LAFEF LB R © 0] RFEBRARAY/NREE » & “anterior upper e
lobe” sign ° i& 2 fE gL B aYAE R HE R - B BR A 1L %o (CTD-ILD) »

A

JEEEMRIEMATA Non-specific interstital pneumonia (NSIP)

B7. 2FNSIPRIENSHETE EENE HRCT)RME  (A-C) mEnEx & RO)EHERAR G 2RE L -
REFESMRTIE - 2IRERIBARIRG @ fEbe] RES| X RERKIRS (EB.C.D.BFT5RAE) -
C.D.BATAEHBASN LFE5IMZ REREK @+ WRRIEERE(L » EE2HEAINSIP (cellular type)BIEE o
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% % EE5k Bronchiectasis

[E8. 2;non-UIPRIEER S AT E SHSERE HRCT)F21% © (A-C) HEEMmF(% « D)ZMETAERAE © Fkt
FESMM TIHEC)  REEZRES » WEBRRL - WIK2WRERARNRE  BERMZRE
e NHEE(C) - EMtIFZRE A hEBE R BMHREE NS REREEB)  EAXRERRNASZRER e
RIK -

FEMABIE Sarcoidosis

B9. 2®Rnon-UIPEIEER S AT E ERSEE (HRCT)®1& © (A-C) {=EE & « (D.E)EMRTARERE - &
MR AR E/ B RERA S R E EEMEE (B-D) & BIEEMHE &55 4 (perilymphatic
distribution) - ARl MAAREMHHHLIRS: - ARG - IR E TFAAMMELE (E) - IRIEANAEHEERM
BiESHAEIEME/NGEE - ZZENEFTXENTE (stage II)
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EPOn

BiF
QJ R‘ 3
A

MEERIEMRTA Lymphocytic interstitial pneumonia (LIP)

E10. 2 Fnon-UIPEEER S BRI E BASERE (HRCT) %218 : (A-D) fHETE& & - ) EHTHRE G - K
Kt 2B OB T AR (cyst-like)B1L(BIB-E) - (B RMEH FAhZE - B TRERER ER BRI (E
D) - EWIBRMLFIEFEZ I EAREML - SHEEZEBS|Ogren syndrome » ZZENALIP - $ERIZZENMNE
e lymphangioleiomyomatosis (LAM) (profuse cysts and age)flpulmonary langerhans cell histocytosis e
(PLCH) (thick-walled cyst) °

Fbidi#t b & AR AEAE Combined pulmonary fibrosis and emphysema (CPFE)

[E11. CPFEfEHRCTHEERF2IRUIP patterni FAHEE B _EAHEE 2IRMMFIAEAVE L © (A-C) HBENERZ -
D)EMBHRESHE - R EATEER M 2IRMRAE (centrilobular emphysema) (A) © Bb » dEEHRIREAIHAN
FEEIKES (C) » 2HREEES (D) @ WHEICH RABAE R/ NAEEARRIEMES| MM REEER -
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HE BB A RE Lymphangioleiomyomatosis (LAM)
E12. 2HLAMBIER S EEE SHKENRE (HRCT)#1% © (A-C) EEEE % - O)ZEHEMRE RS - SHEEE
e HRIR Kt (cystic lesions) At ZAHEE(D) @ MR BIRIRAS L& FAHEE - #BEApulmonary langerhans cell e

03;,

&13. Eiﬁasbestossﬂﬁbﬂ’]r—:ﬁﬂ‘ﬁfh EISENE (HRCT)EM8 | (A-C) {&EiES/ g « (D)EMBIRERAE - FhEbiR
JRBRAS FAHEE(D) » EAHEERRBER R - THERR 2IRMANGEE - Wik R BMEEREE o bR 7 KA
AEERESL - B o] RANFESSILAERE (C) o IRIBES{LANIEFIBRIEAEHRAEIE - BE N HER Aasbestosis ©
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SMEMEBILRIERAY CT RIF

EERESUNERLRER  FFEEAERERREE  BERe0B8E5tES
(consolidation) FFAER i lE AL B SR G P(E14-15) - HERIERNZBHRCTIHERIE - BB
SERIERIRINIES, © M/ AIRERR HRCT UIP BUS# - BlS BRI RmattnER(y
W AITEE B NERINERVRHE T - 2 BERGHBRN IPF -

2016 A

AE IPF with probable UIP pattern

B 14 (A.B.C.) B9EE X-ray 2§11t -

[ 14 (D.E.F) E3iprobable UIPEUEERYS AT BASENE (HRCT)®AZ © (D-F) AT RIFSREAYENERE e L 1RER
ExfE - HEE2RERER - REEMBEFERES M RERK - BERLEZR R MAAEIER D
Fh - BEREREIREL - {FERMMRLEYERE - BFERBRMEERESRE -
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AE IPF with typical UIP pattern

Bl15. 2IRAE IPFRUEER) S AFITE BASERFE (HRCT)R:Z © (A-C) AR & R D) EEEMRE R G 2 REE AR
G Bt TESMMRERREC)  HL2REEAMD) © BRiEEREML - Br]REZMHERBREL 25 e
AE IPF » SMEALRETH -

e

1. HRCT #y UIP & tRFES | R IETE UIP HIERER - S EH ERERB8E UIP 20 « “AJge
& UIP 20~ ‘I AR UIP BV AN E A2 -

£on

(traction bronchiectasis) B2 27144l 52 5. & #& 5k (traction bronchiolectasis) ' EF 4" UIP 2URE"

3. BIIET - MEEATHEINEBRESR S BIINEFENMXRE (traction bronchiectasis) 3(Z
RS2 R ETESR (traction bronchiolectasis) * AR NAHA © EE A AIaEA UIP A7

4. BEMSETEERWETEAMEE  RTBESHNEABEFTHENMZRERE  EERH
AR UIP B o

5. AHIRAREUIPERE - MEZNSERNBANTRE - MENEZEERERAE - BE ~ &
£~ RIBEERS @ ZERAHMDE" -

L e RREF EE$$ 82018 ATS/ERS/JRS/ALAT IPF 22Eis5IRE
<45 R R S i BE A K BRI B P ANAC S EE P o (5 BE EA D S B 5 BE R B = K R BE AP i B BE Pt
FapEpaFl E e R EEER TR I BB 5 >>

37



BT = e R E s

Idiopathic Pulmonary Fibrosis * 2020 EfIR Efﬁ_
R

38

HRCTRIRE MBI IE 2 RYF &

UIP BIRE : BRI AVYSE

UIP WABREZSEN T EH ERERENBRBRARER NERI R REZEE
(patchy dense fibrosis) @ t4FE 1) SIREMAAEINEL » 2) BERAIEE E (honeycomb
change) » Al 3) HERREREMMEBEIREHIR (B16) - ELHSREZERBETME
T (subpleural) MRS (paraseptal) WITEB FPEARBRE - BREFEBEEN > 1B R
4RSS AMREAE RIS AR B 28 (patchy interstitial infiltrate) » ItHEEEE 2 AU FHARAAI4H L
RELKIEEER - B CRBTERFFNBRESAN - MAESFERIREMMN IR
LERTE (convex subepithelium) AR - 375 38 A A48 A S A0 BEAD BT A8 A S AR PR AR A RO AT AR B2
& (BN AR, fibroblast foci) - ZESER MERIIMNEE NS EZHBELNE
/8 (cystic fibrotic airspace) AEERE > HEELEMASTRE LRHIR  WHEEET MY
KORM R - AECNESREENEEFR - BRIFE LB AR (smooth
muscle metaplasia) ° BB _LAWFEEFEGEE - LHERIREBESIRNAIREEER - B/ UIE
DRREE FMUIPELIRE - AT BMEEREERERERERFENERT  IRMBEHMD
AR - DARAILIFIERRIEE LAY UIP BURE -

—EERNASEREAILIEDER A T HM2ET R (alternative diagnosis)  FI40iE
B REFEEARIHENEZREPLOEESMEMARNASZRER - BeNAZREREA
Bt s HXRERERBERAARNRINIFERERZE) @ IPF SRS BB A
BEFEREER)  BRMSSE ML (cryptogenic organizing pneumonia) & 4t (ABEE
LEMRBEMEMRK) - BMRAIRA5E  PRELENDERN/SY L) - ERREN
HRITKE D ~ KREF K RIFMIIEEIEMERNEIE) - WIEMHEBIA B E A L (EZ a9 E
HXRER  MEFEZRERMETN/HAZRERE - EDEHRMERBEFRFAMBRE
A - (BEEEMEET) - WIEEE 84S A1 (pleuroparenchymal fibroelastosis, PPFE. 45
AIREEIMIR T B A L ~ EBIEASE AL ~ A EEHA  TEREE L) -
D PR ABBRENE— M ERBR > BRINESBEMEKER - ERBBEAEREN
2By UELERZEHMDD)E DR ER " HMz2 BT Al alternative diagnosis) ; ©

TR RIEEA S AY
HMEEE R eEABRIES A ELE R DR UIPEY “AJge R UIP & (probable UIP)”
‘AR A UIP Bl(indeterminate for UIP)" Fl“Eftz2 B BURE (alternative diagnosis)” (3R9) ©

00

BE

©



Idiopathic

Pulmonary Fibrosis

BT = s e R m s

¢ 2020 EHAK

00

B

EENENITESTE HRCT DB —BBS HMD B WE— AR » LAY
ﬁ{FﬁE MDD %\ Eﬁ%%ﬁiﬁﬂ%ﬁ% , IE\E

TSN LA sk A
Hﬂn/ﬂ@ﬁ ’ iﬁi\nﬁﬁﬁi%n/ﬁ

BEEMERREE - AN ABERLSA BN
278 IPF - BREEIR DRAEA TREAERA UP A, R

e UIP VSR EME A B LA RESRIEEH ERE - EEERELE R NABERR

FEMPEERRE ) ) - BRI BERAY) R EURERZE (sampling bias) © ERBERKBESHD

B UP © PR BB BB HErE A ht LB (E © SUBMSE
VRIS » 17T

REMT R ZMAIR o

&9 * YRR IE R AU REERYH

UIP BIRE

iP)

AJREA UIP BURE
(Probable UIP)

i ATREED A
UIP BYgE
(Indeterminate for UIP)

BEER UP ARHERE

HAthz2Eh

(Alternative Diagnosis)

- RS | - 2REWPRE |- BEMEKELE  BF | - BRI RHRERNE
RSB | pOELERRIEE | —EEEEREEETY | 8 &k P B

iz (BMRRMRYE | & BREREL |/ 2WREERIE UIP | @0 - ElHESMRRTE
REEERBIRE | (AHEBREARERY RIRERYSTE  EVEHRE | ERERAIAVMHELAER)
BH) UIP/IPFELHITE REMARREEENRE | - BERIEARERIERH
- MM EEEEE | R UIP BUfE IR (En@EBUIERb X ~ 1S
SMEREIE TR | - REFEHEMZE |- 2EREWPRR | FHAREMIKIEELE  FR
R R AR Rl RES TS HLBERIESE - B | WEE - LAV)

- AR HAVRHE | BN aHtEEMmEZERY SR

R - RERIEEIRERE

- MMRRRRE | B8R

- RBFEEMES

R ERESTE

el

*

MBESR * IP = 53 MERMEMEREX © IPF = 153 MERMHE(L © LAM = MEMEF/BAUEE 5 UIP =
BRI E MR o

RNEFRE « EARER (R A IR S EERIPFR M B LT —EMR) - TEUMNITIRENESR
REMME M EMRA « BEMISIHEMEMERIEZ « SREMRTA o HHINEEAERSEREIES
Mg @ E4SEAIEEIFREM S R - FtZEEAB LSRIBE - FHERE -

TS E SEEERERE ST ERENRAMRRE « BEZERMEIKIEE GRRERH
1> <secondary germinal centers>) » RIEAMIISZ REF OHEEMZ REINELE -

BE
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40

16 : 2RSEMAEMMA (UIP) 2RI FAEBREZER © (A BEXEBRNERMER
& EEHESNMESABNS  TRAEM UIP A5 MM\ (PP 2R 2IREE
AHE L - RPME TP REEAS S  UEEHENESREEETER) ERNGEE
MR - MRE LT RBERE - (B) REMAEENEMRZE  ERMETHERA
BENARRE R - WHBHESHRRLGETER) © O BERREXRNEMRZR - 2R AR
UIP/IPF 24 (probable UIP) » 22 A28 4 ORIAR T EL i R AR S5 RUBRAR DMbiAE (L - 2 EERE IR
MEAREREBIEET, - WEE A BE B PESIINEETERNESIREREEE - D) 5
TR SR EE IR R R 2 IR BEAR D AV A L AR A B A AR BB AL () (BRE A £2[8 B P
BRI BRSNS SNIREEE - (E) mAAER A UIP/IPF 2 (indeterminate for UIP) » E A
BEBIFEE—IEEL  WIEFENMNRMET/MPRESE - 8 ERETENSRRE
£ FMRANUIP/IPFEFERIINEBHSTEEESHRRL - 55 BltaBE
(osseous metaplasia) BEAKLE A B UIP BURE » (BEAIESEZ MRS WAEEBN UIP - &
B LMERIRENIE UIP/IPF M2 ETR%E - R BB HRIKNEMEEERERRT R  BLREH
BB R IEHERR UIP/IPF (9221 -

( L EE /AR REE%E2018 ATS/ERS/JRS/ALAT IPFEZERIESIAR )

BE
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IPF AURZEREZE

IPF N2 B EZRF S LIRS -

1 PERREMEANMILD A (BIAN © REMNBRRIERES  CTD ~ ZYSH)  UIAFE
283H— o

2 : HRCTZ2IRUIPE! (388) °

3 BRATHIR R ERRA H HRCTERFABRIBENT(K0) 2R ERIEEEN7) - B17H]

18 484 Y155 |28/ MER VD BIRE -

IPF suspected* Histopathology pattern

Indeterminate for Alternative
I

Probable UIP IPF (Likely)** Non-IPF dx

P
IPF
IPF
HRCT
pattern Indeterminate IPF (Likely)** _ Non-IPF dx

Non-IPF dx

Alternative IPF (Likely)** .
diagnosis /non-IPF dx Non-IPF dx

©

Non-IPF dx

17. 1&k35 HRCT FNY) H45ER 2B 15 38 M Af#i#E (b (idiopathic pulmonary fibrosis, IPF)
* TERIRERUAIPF ;- RBFBEBERIKEAR TR R TR » 3 MERRAEARB RO SEX T 25 BASER B 1R 18 55 IR EE
RIBGAEAEA L ~ BRESAFE TR EER R HIRIBGHE » FAKMN606R o (FLEERNARLT @ HHEER
TR LRGP EEE (40-605%) » thr]BEHIRFEL_Eil>605% R B B EAERIKEAR)
& IR T IIERES - FERS IPF J1A T HER2ER
-50 Bl EBHEED 60 B L4 MEE  BPEIEEMNENE RERR/MZRERREK (traction
bronchiectasis /bronchiolectasis) (€3 : 1 4 ALl EAIFHERBEMERM S RE/MSZ REEER - 8
AN ERMMESPEIEEEFNMZRE/MEZRERENIRE - HPMHENGTEESSFE(lingual
lobe] °)
- BEFEAR 70 5% BHRCT ERIBEZAMBIRIERE (>30%)
-BALRERRE R MEkIEZ - 2/ B8 B MEERIEZAIIRGE o
- MDD EMEREHAMTEA IPF
P RAETE RS ER
EREEYRFER 0 BITAIEES IPF o
-EEEEVRER  SMDD FImEE—P B2 - ARG HAELDECE -
HEBES - HRCT = ST E SRENERH 5 IPF=4534AbiM L s UIP=SEHREMAM% 5 ILD=HE
TERTR
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=18
4 )
SRR IPF
. J
A 4
4 3\
A AEHEEERET
B A A
. J
lZZI: A 4 %
Ve

HE—SEHE
(BE& HRCT #47)

. M \ h |
=
s SRR AT EASEE =
uiP 124 (HRCT) ot T REEHREBE?

: =
=
e N

AJEER UIP BY
M EMERS A UIP BY

Hithz2ER
[ ZEREKEE (MDD) __—
| ILD B9
= = Hithz2kR
S RERE A% S F 1A ] R
&& (BAL) tIF (SLB) J g

SEREREE

A 4 A 4

[ fIE 8 Z=t3 [ HER% 1P ]

A
v

2l \PF
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ZEMMENT At R REENEE
(}%52% B ATS/ERS/JRS/ALAT 2018 IPF 52kfi2:%) 3

DITHESPISHY "ERRKCZRLESE IPF (ORA - EEEEEIEMWEL X Sl CT
et 2 RRANHNERAI A CBERREMRSERERRER ) - MENREHE » 1TH
FIRBE RN 60 ENERE - ELREMERR 60 FULNBE - ARHE (40-605%) MEF
Rl B KR LR R EE  BEEFE RN N e HIRE>605 L R SR B EE
ERVERIR R B - AIES|HAVEZE S Y HRCT 2RMNEEN O - Rtk BEVWBEETHES
HRCT 18] o
BiRE— : EEEZEHFEETHERERAER LD > MEEFR LA IPF f9BE T » FEEIFA
RRAZERE - RXY « THESAMEEREESHENIRIERES © LUIBHR LD AVEERER ?
595 | BRI RENAERE - KEXP - TIESMNEEKRRENENREREL
LIFERR ILD BB R (GIA0 - BEEm A ~ B ~ VS - XFEERRANBIERE
— BRI - WAARAATY 1,084 B2 EMBRAARNER ILD £E - HH47% BIBER
FAFLEERED B E B A - BRFFLREN ILD AILFEZRA - BRR CHERASE
G FRBENBURRERE @ A8 EREBTER - AIERXBERXRNAES @ KR ERE e
R~ TESIMKBESHENRIERER T - LRSI LURE LR Z M AT it 3R (21,
HEITRE - ENEEMNRBREANFEERE - &8 P B89 - <BHEGIA=R
o ) KRB (BIAIRE) - REREME  MEBRHERLE - AMTOCHEIE ~ RANEEY ~ B
BISCATHARVERSE (PN © Se522K) ~ DIK B RIS EIMIEYY - BRI R B I asE MR E
YR - 2018 F£—RHIZT  RIF 14 ERERK @ 45 UEEMMRERESEATHER - 21
DIHERRSE » ¥REBERES=J7HEMAEMH TR - MELBEERENRRZEE - &
By HEREZETEN #RRBERREEY RERGENENR(R » &) » HKEEHRCT
I#%A mosaic attenuation (air trapping) * centrilobular nodule ~ airway-centric disease
ground-glass opacities %5 * BAL with lymphocytosis KR 40% @ [IiREEIRE B EERET
§8 » JHIhEE diffusion capacity & » 4T 5B poorly formed nonnecrotizing granulomas
chronic bronchiolocentric in flammation ~ airway-centered interstitial fibrosis ~ giant cells » Z
B EMRR - AILZEAHASMRA  RRESERZIEN IR HED - BEEXRG
TR M5 PRV EFUBS R R BB M I RO T4 - AAM BRI R IR 2B L - HE
B R Z ENE— R ERUE B BHDARA » S5 LAMMEN SRR » BB H FRER
REFRRBEZRENIR - AeE—FT AT AREANRE 5 LI - R MBERERBIGER AR
7% AlA R b BREIRE BRI ETETR 1 o
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Consensus Diagnostic ltems Ranked by Importance for chronic hypersensitivity
pneumonitis —Results from Delphi Round 3

Diagnosis ltem Mean Rank (SD)*
History of environmental exposure known to cause HP 3.01 (3.11)
Mosaic attenuation—air trapping on HRCT 4.80 (2.38)
Time relation with exposure (temporal relation between exposure and disease) 6.28 (4.10)
Poorly formed nonnecrotizing granulomas on pathology 6.30 (3.18)
Clinical improvement with antigen avoidance 6.95 (4.60)
Centrilobular nodules on HRCT 7.53 (4.01)
Chronic bronchiolocentric inflammation on pathology 8.55 (3.78)
Case discussion in multidisciplinary team meeting 8.68 (5.68)
Presence of compatible clinical features (dyspnea, cough) 9.95 (5.53)
Airway-centric disease on HRCT 9.97 (3.94)
Ground-glass opacities on HRCT 10.00 (3.43)
BAL with lymphocytosis > 50% 10.083 (3.93)
BAL with lymphocytosis > 40% 10.13 (3.96)
Negative CTD serology and no signs/symptoms of CTD 10.35 (4.67)
Airway-centered interstitial fibrosis on pathology 10.78 (4.22)
Giant cells on pathology 11.83 (3.77)
Absence of an alternative diagnosis that could account for the pathologic findings 13.83 (3.79)
Reduced DLco 14.35 (3.51)
e Definition of abbreviations: CTD = connective tissue disease; HP = hypersensitivity pneumonitis; e
HRCT = high-resolution computed tomography.
*Potential range = 1 (most important) to 18 (least important).

ATS /ERS / JRS / ALAT?®:%
HWinEHesEHRARBENILD - MR ELZUBEIPFIRA » BIES T BnRNPZR
$ 0 BRIERF > TERRAUEEEREESENBERET » DIHRERILDIEBTRR -

B BRFBELERATERILD » MERK LELUPFEIES
) LABEBRCTD-ILD ?

§1im ¢ IPF W22 ERMEEHEER ILD EMKREA - 8% CTD-ILD - Frafiesl ILD &
EHEESERMEZA - BEHNREHFLRANREER - KEBNHNEREZRETHR
Bl CRP (C-RIEER) ~ ALMBRIER ~ e (K&XaRE)  BRERT PR
APUR MR RN - B A ETHAE E AR AIFEE 2R B ERMNERTEOL - L a 8

creatinine phosphokinase * myoglobin ~ aldolase * antisynthetase antibodies (Jo-1 FEAB ATz

& BT ER1E

SBIFIAESD) ~ anti-MDAS (melanoma differentiation-associated protein 5)~anti-Mi-2 ~ anti-NXP2

(nuclear matrix protein 2)~anti-TIF1-gamma (transcriptional intermediary factor 1-gamma) »
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anti-SRP (signal recognition particle)~ anti-HMGCR (3-hydroxy-3-methylglutaryl-CoA
reductase) ~anti-SAE (small ubiquitin-related modifier—activating enzyme)~anti-UTRNP (U1
ribonucleoprotein) ~ anti-PM/Scl75 (polymyositis/scleroderma 75) ~ anti-PM/Scl100 A anti-Ku ° &
RUUBEE2E MR AE (WNRE ) - BN B S 1 anti-Scl-70/topoisomerase-1 ~
anti-centromere ~ anti-RNA  polymerase |l ~ anti-UTRNP ~ anti-Th/To + anti-PMScl + USRNP
(fibrillarin) & anti-Ku » 21 R & LLEHSjdgren syndromefiE{&EE » ZBSMIKSAIE S | anti-SSA/Ro
(Sjvgren syndrome antibody A) X anti-SSB/La ° IRERLBEMER @ BINNGESIIEE
anti-cytoplasmic antibodies « NEFKATEFIBE L ILD NEFE2HRRERRRER ; 18
HY - BREKE2REHUERKRERER - 52 « StEMIFEA IPF FENEREED Bl
M iR 0 <605%) © 12512 CTD-ILD 265 - fiEBimaE CTD i —(E ~ £2 » (E—
IR - At HREZEEZFNRRERERFHAUAFDEFE - BRigE=EHA "2
B ERAEISHIBEMRZ , (IPAF - interstitial pneumonia with autoimmune feature ) ¢
HAEREANT2/E CTD 2HEES BB FEMILD 20
ATS / ERS / JRS / ALAT##:%
e HREFREHREANA ILD » MR EEU IPFEE - b T2 - L& e
BhHERRCTD-ILD ©

BE=  EEEZEEFISTEERERTBE LD » mMEEK L IPF B9EE D - fE1T BAL #A
fantr ?

BEER  ZFEURESNERES 2,492 BHIE » B ARRIREMAFIS) LEHEIT
e T BAL AR DT - BEMNRKRIERER @ 202) FEANED EAL ILD A IPF Y BAL 4
PR TALRRIS Y o AL - TUMIE B E P ARME ILD ZmAY BAL AR E4Y - BIEBAEEI SRR -
KMEEETY 14 BXEBNEXARE @ HFHETY 8 BMADT - BLEMEMATIPF 5 >
#E1TY BAL - iRl Y BAL RHVARREAEEK - EREFEFRMEMEK - B - HEARME
FertAmsk - WHEAH CD4 / CD8 #HMEAYLLE - MRELAESRE BB E ML ILD /Y
BEEEETIR ; EBEAHILDEIHESIE M A (hypersensitivity pneumonitis, HP) » 284
JEZE (sarcoidosis) @ JRARNEARINSIP » BRI BB MA (cryptogenic organizing pneumonia,
COP AR AAEM X KEREBEMMR)  IBRMERMIKAIA (eosinophilic pneumonia,
EP) NI 4 4 S S AABEERY ILD (respiratory bronchiolitis-associated ILD, RB-ILD) FIHE R
B4 (lymphocytic interstitial pneumonia, LIP) > RZEHFITERE YANMRBEA L EINHYE (B
Lo YA
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B HE

MRt REEAEA BAL RES IPF HEEMIBERR ILD » UTHMEAFIEZE (mean
difference, MD) ZRELER IPF BEFMEANIER ILD BEAMEIRAIE

EERMEEMER - TEEAN BALER - BRMEMIKEE<3% ° M IPF £F 1Y BALERMERM
KB LFFENT 5.9%-22.08% @ @EBMEMA HP (MD: +4.84%) ~ JEFFRMEEB MM A
NSIP (MD: +3.40%) ~ IEEL 14 B MERAHAR EP (MD: +16.79%) ~ Wk MAls R E B E 4 ARB-ILD
(MD: +11.80%) FIME BB M A LIP £3E& (MD: +7.40%) - £/ IPF R & B AIFSEMEE M
FiR(INSIP)» BRRMEEE & (COP) ~ S\ EfBIE (sarcoidosis) N R A BEEST LLIRET @ 128 %
MERE o

EREARARLEE] © f2ERERERY BAL AP SE>85% MIIMEERANME - IPF 25/ BAL EFHHEE
AR B 72 Lo/ 49.18% 2| 83% @ | IFRFE MR E MEMMA NSIP (MD: +23.07%) ~ MR M
BRAm 4 EP (MD: +26.05%) AME B E M ALIPEE (MD: +36.60%) ° IPF 2E#) BAL HEKE
A E D LR M A K E BB M A RB-ILD 235 (MD: -15.50%) » # IPF & BRI
F R (HP) ~ BRIRIMEE B MR (COP) » S(AEAEEAE (sarcoidosis) BB HEITLLER T @ WoREIRAZSR o
REREME R MERLE] - f2EAR BAL RPEEMER MK <1% ° IPF BE 1Y BAL FHEEE4H MK
G B2tk 2.39%-7.5% @ ERBEEMER MIRMAEP)EE (MD: -48.94%) ° IPF BEEINSIP » e
HP » COP - sarcoidosis * RB-ILD * =% LIP BE LB I MESIR AR o

MEMIBEEED © EEEEN BALRTE 10%-15% RUHEAIME - M IPF £E/H BAL &P
EHEE AR 7.2%-26.7%  ERIFFFEEBEMMA NSIP (MD: -26.00%) 48 A B IE
sarcoidosis (MD: -14.87 %) ~ BIRMEEBE MM ACOP (MD: -31.43%) ~ 1 LIP (MD: -43.20%) °
IPF 71V BAL B AL AISN TR A< R ERE MK (RB-ILD) &% (MD: +3.30%) °
# IPF BE LB A (HP)S BB M B MER AR (EP) B & EI TR » WoRBIRAR o
CD4/CD8 Lt{# : f2EE(ERERY BAL &+ CD4/CD8 #AfEtbEA 0.9 & 2.5- IPF B&EMNTH
CD4/CD8#ifELLEA1.427.2 - IPFEEHIBALACD4/CD8AH A LL B K 7 $8 AR fiE (sarcoidosis)
BE (MD: -5.49) » BLILIEBSEMREBMMANSP)EENLLES (MD: +0.95) - 8 IPFEEH
BRI RHP) ~ BIRMEBEMMACOP) ~ BRI B MBRMEMAEP) « FIRMHAZRERE T
A (RB-ILD) ~ SUME BB MEMA(LIP)HEHE L EETILERR - REIRER o

¥ IPF BFEHEEM ILD B35 BAL RPARARNEZEERMGE » FIFMNELIERE - TER R
EMEBERYD  BEMENEEHENLL  LAARPEEAREENILESBRRAX © i
LB R EAEN (LRERHE LD MERARNESE - BMENEEHBCREARN ILD &
) o 5 » BEMENRERHRSTEE S - RERIEARREREETHREI B RNEMNM
REMERE  HABESEEKRRNENRR - LABEBEBEEIHBIARNBRESE
AERRIR ERIBE R BB E 4 -
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BREHEEMRREE - EBHM LD WEEMLL - IPF BEFEL BAL AIRBI LA B HE
ZR (>10%) - BEEEFMELL - IPF BE0ERME B MIRLAIRSEIEIN - MEFLE B M3k

REBENBEES At > BB OXBEFIASNESE » LLERAIEEEERMER MK
FRMIE IPF o IPF B2ERY BAL MEAMELLEIF] CD4 / CD8 MLt B SN EREE A
REEBENSENES At - HEAELLEIFD CD4 / CD8 M LER I A =NEE -
LEEAIBE BB EABIEMIE IPF - NARAIBEFRNGRE © BAL RV TRAILIE R
IPF BERE L EAAERIAY ILD - SE R BRI B IR R FNIE P AE ©
NABABEERFNTRAR | SIS LMRPINSERE BAL REFELTMAHRE B
TREFREEBRAMRE  FENEANAD  WEEAHBENRR  INFLEEE
EITRERNERNE

#5534 © BAL A1 MTE HRCT 2R A/8eA UIP & » iEAER A UIP RSt B2l (Rt
RS RER I B MR A ~ JERBEE © AR « MRMER)NEES - BALRRAIE
BRARIE Y ERE - BEWMGTEERPEE2RER A MIRMA « BMRBIE © SORMEER » E1T
BALIZ IR BEM - HHE T » £ HRCT 238 UIP 212 E » BAL Al ITEEHE R EAh

e EFEED  Jitk  BALEBSAIIT E L B EEANZERBA YR - 0
ATS/ERS/JRS/ALAT 3&:%

HRBENREHREANER ILD - mEEAR_ 2Ll IPF /2% > 2 HRCT2IRAgER UIP 2
HEDEFERAUIPE  SYEAMZETR - I ZETBALTERAMRERE(FRIZEHRCT
ZERDE BRI - BIRESREMA - BRBESKNARIES 2 RAER) - (B
o B 2 ARIUE)

FIREM - HREFIEEHERAEL ILD - mERFK LEELL IPF (9EE - 2EBEHERETIE
FiFhfit) B#&Z (Surgical lung biopsy, SLB) * LARESI {BEIRIEER LAY UIP BUREESIH ?
BEER  AAEMEESHNERES 045 BHIZE » BRIV E MM E ZL &M T
MHETT SLB & BEMRKRTERER - Witk » ML Y 5T SLB 2Es (diagnostic
yield) ISR @ EEEFRLL MDD MEREARADENNER - IWMEREY 54 BXRAEX
% RPRET26RANADNT - TEMRBMENHFASTEARERERRED ILD - B REEER
HRCT 23R UIP 2% - IR X EBAEERAR CRINE) P FIEREREN SLB H5HRERIT 2
ZIMKRES (11/RHT5T 5 918/918 A » 100%) » BM@E4NLt: - FRPRiMe1T SLB R IFANLEIER] o &
A SLB B H 2 MR IR NELPIEES (26 BT 5 2,338/2,651 A * 88.2%) °
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DELEEEERDET (26 BT  313/2,651 A @ 11.8%) - TR HE 8= —
FE2 B IPF (24 FERFSS  752/2,360 A © 31.9%) » EfthZH2 M & AEAR i aENRR - #
MR AERE ~ FABE - BBEMA - BERMENRMA - WELEFENIEEE
(lymphangioleiomyomatosis, LAM) « COP » FlM&E &K -
BRI PRV BE IR T R B R (23BHIZT 5 79/2,268 A * 3.5%) » (BN FTHEEIFET
KRILERETE T RBEKOGBHIIT ; 7/410A 0 1.7%) » BHBEEFLTXE DR BRDWAIMITRE
EIZRAEREE o Lo - ST RIIMT RN ARBIRIFETES » RAFMEEETERARERER
WERMA RO ZERMEE - PR BB ERGRNRSERA - AthprREESSMEMEE(L
(15BH% 5 116/1,891 A * 6.1%) ~ HIM(7TEME ; 6/756 A ' 0.8% ~ BREHMABHE ;
1/461 N 0.2%) ~ FEMSEIR (13BHIZE ; 90/1,527 A * 5.9% ) WMGERKZE O=HIZT
32/496 A * 6.5% ~ fRAMEKE(IRMTE 3/66A°4.5%) AEORERE (@ WIE: 14/430A;
3.3%)c IR FERETIIIRS] « REREBENUERERZT —BM DA EEWREREHS
RZEEM  BEONMERABEELERRR W SLB HNREEZBRIEENBR
aHE  FIRFUEIERE -

BEEEMRERE - KB L —IREFTNER IS LERIRD BIES] » IPF ARG A
IPFEEMN—FEFRTERULNBNEES.5% » BIERFFERIRE B LA H1E60.1%ZF 2
68% (129) - ELULMT BURAR S RIALER} - AITEfEEH 1000 & EZEMIT SLB » FLREE
AIEREZI 2/ ieEe - MARBSS2M EE SR LLERIFEIINDE - 3194 BE A HEIZIPFHY
D - BRREPTE BEBESGRE - AIEENTES10004#EXSIBNEES » —FANFLTHRR
BEAIL262 B E184 A ERFERERNEES I 192(0E ME2170 - W H
B2 m B A2 E B E A RDEERMNILDEE © AT » B 1 740K BRI 8EAY) F FF e
T 6IIDRASKEF MBI MENERE » WEBEIRAZRFMS| B RERZ -
NAB AR RNRIE - DI RE N » SLBIA RHEAEALEA100% » EhE
89 % M EBE IS EIFELIZE - MAE 30 % DA IPF NEE ~ RRZLEEIEM ILD 2B
BEFEEERNERE

NABABEERNTRAR | SLB ABENHRIE - APEEENEFMEBENIETEL
(1.7%) » MxERNRIEERERZE (6.5%) - EMMHBEESSMNER( ~ Bl - fE
FEMRR - EMEE - MEOREAR » EETPERERIVERBEMRENR 6 % °

f&im - ZE/NAATIEESLBIIE RN AREESGRINME ° ILERT » SLBREERRE
Ve R o ANATRESIREHFRAE » MERMIREY HRCT 218 UIP B#EHERN - FMEBBIL
JEE

BE
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B BE

ATS/ERS/JRS/ALAT #&:%

B BREHRRAARNEH ILD - MERKR L2 AL IPF ;9235 - E HRCT 2181884 UIP ~ MEE
R UIP » SREM 2 TR - TUPI2=M1T SLB (FEBR THER @ ERmEBE D RE)

BRER  BFEETLFERATBL ILD - MERK L&l IPF EE  REEBBURSIRENME
I/ (Transbronchial lung biopsy, TBBx) EX{X4MEIFHFhtt])F4#6ZE (Surgical lung biopsy,
SLB) + LAMERRHEMSRIEZ L uIP BIRBHIHIE ?

BEER  ZEMEIESHNERES 945 BHIE - BRI E MM EEL S BT
FMAEE TBBx % » BENRATRESR - Fit - IR Y 5 TBBx BTt & -
ELEHT R L MDD M4 RIE R A2 TRV 2ERl - ML Y 16 R EIRSUE - EPPkERTY 7
BMADT - FTEMEWENRAEEARRREBVILD - BRFFFRHRCTRUIPELE - K7
3/4 BER TBBx &R&EZ| Y BRI GRMZE 5 640/825A » 77.6%) ° EREZ/E 401 EERY
FB[EPR  ARBO—FFRERGEREDE (TR 5 409/948A » 43.1%) » MHEKIEF
N B EEEERZE (TRMIT » 539/948 A 56.9%) ° MAEFT A X TBBXRIZEFIH » £
e B 1/3 BEIREEZE BN ) (7RIS © 409/1133A » 36.1%) s AMBIRHZ » AR e
BAREIETE/)  AIEEERERERGL - BLEDETR VTR - RIS LB MR A
B WAEFE(granulomas) @ RAIBEEREE R 2 T 2K © AR A4S R PR EEIRFITAE B RISE
TELIBITE 5 /49N ) » ZHFERRENFFRIEBRSRW(IRBHZE 5 5/49A » 10.2%) A
FFEMRIR (15T 5 3/49AN 1 6.1%) °

AR ETIIRS] - EPEE TBBx IZ B 1E[R—/m & I8 SLB LR « ifRE=RE
NURBERZ —HM - HREBEXNOMREE —FK > BETPRENHREREXEE
& SMEBERBEHTRZEEN » MOWERATEELRERIR (selection bias) °
Itk $HEEHE TBBx HNREBEETERIEZNTERUR » FIFNELEIFRR - BEEEMW
FTEE  BH100022E 1T Y TBBx @ siA 7804 AJIREE IRV EE - M360A BRI
7 (IRENFEARMEST SLB RUBERT) ° R T2 640 A ERETEHETT TBBx BEEEDEET
LREFEEES SLB B - RBEEREGHEIIET  BF 102 (A pgeREIRM - 61 iLEE
HEFRFELERR

N AR AR KAV - TBBx R 2R EMNREBLLERNR 776 % » BH 36.1% MK
BRLBEZE - RRFBREAFEIT SLB ©

NARABEERFITRER © 4 64% MEHETEHETT TBBx BRI EESEIZH -
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f&am - W HRCT 23R AlgERA UIP B ~ mEMER /s UIP 8L - SiEPEIET S » TBBx =&
BZIINERRE  ME—HNEER - HNEEEZLL TBBx L SLB » &2 B XIF
FENER - TEMTBEELZEFZLRR A BMEZKERNREB BN E B ESHITTBBX
Mz iERE HRCT & UIP Bl BEAEN T TBBX » 1EEABERARIRIE UIP mRAH#E
KRE  AEZEETRENRRETRE

DA F45# (molecular signatures) #E1T1#2322 3 (machine learning) BIHIT H 28 E - 5kt
BT EIERTERZ|TBBX 2 £ » DUETUIPHIA T2 - BRBRIMEKERERNEG
IR > WMBHMBORD F2 i TRERNES) - BRMEIBASTBBXREN D T2 Ml
REZERED - KRKHAEBELMITREZZEITNERN » BT SEARKISS| ERE
AN A S E IR R AT AT = -

ATS/ERS/JRS/ALAT ##:%

sHEEFRETERANENILD » MR -SUUIPFAES » EHRCTR2IRAIaEAUIPE « it
EEARAUIPE » S EABZERS - 25 EMITTIBBX » ZE/ VA BRI AT o K2 -

e BN  EREZEEFHIETEHERABRIILD @ MEEFRLEFUIPFEIESE @ BRUETRE e
2 R Bitt]) | (transbronchial lung cryobiopsy, TBLC)ER4X SLB @ LAMESRHMEHRIEE L vIP BYRERY

HE ?
FIRER AU NEESNERES 045 B  EPARBIRAMMEEEEREES
@Zﬁ&i% KBA B MY B (transbronchial lung cryobiopsy, TBLC) & @ B ERIFRRTBE 45

R o HItk - MR Y HEQIRMY) VSRR - KRR D E a5 L SURIAMDDRYAS
RIEREHEDE o122 - TWMEEE Y 25/R ) EE » (EPIEISRMA DT - FTEMFRINE
HIBAEFARAEREMILD » HARBIBHRCTAUIPAEE « WA XEBEENGERD - B
BUREBELBOEMI AR - REZZHREE(10RBITT » 720/749A » 96%) ° FREE!

EHBENEETR - BB/ BERIEBRETEDE (13FMTE - 692/833A * 83%) » Hik
BERDNEEERDE(13FBIZE 5 141/833 A » 17%) » MIEFTE ZZ SR HHIZ B
o REFECAIBSIEDE BV2Ekatm) (13RAH5E 5 692/862 A » 80%) » M REIFHAFRE
HOARBLTE T RAF B (TBRFZS 5 15/597 A » 2.7%) » R FAMTAEEAZE TR AR TE TR TR
(BBATT 5 1/427 N » 0.2%) * BHREELTXER - BEDEFIFEAEERRAGE o Efthfs
EESSMRCBRBME : 1/82A » 1.2%) ~ HIMERHIE ; 28/541 A 5.2%) ~ BREH M(8
BHIFE 5 /674N 0 0.7%) » FEMURIRRENZ ; 47/352 A » 13.4%) ~ MK E RN 2 (SEHT
7% 5 3/409A » 0.7%) - BRINAFIES|IRE » EEREMIAE - RETEHSHRANE
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B BE

)

BIRREKRTE? ZEGHITBEBNEOEFRR - TE2R/SRMI R ILBER—RE
FHEEEL SILB LE® ~ SMRAERHFE LT 3 HRERERRE  WEFNRZE
Bt A& BB IRER

HREBRINEEMERE - 8EF 1000 LEFET Y REMI A - #8HF 950 Al Ek&EE|

RHIMIREE - 790 RS EIZ B (RENTERMETT SLB MIERT) © BENRFRESR 210 {2

RETTNATR R R EREERED » MEARFERESFEERES SLB & - tkoh - B 2 &

LESENBEEBRE M 12 BREMBERESMHRL -

NARABER R E © B 96% BEWRMI H Al &RES B4M0iaee - EhE 80 % HNE

ERBEIRIIZE MAEEIT SLB - H8LLH SLB » SR A 3 WK 8 R LU LK

FTEBEE X ERENBES

NARABEERFITRER - KE 20% NEEERIT RN A BINEEER2E - #

SLB #8tk » RIRMY A EHEE M FERIRIREES -

fam - BB F AR B R REIRE - BFIER L2 7B 0L B M RIR%E

1t BRMTERAREMHFLENLEXRBERIEEM - B HRQRI) FEREZ DR -

G A BTy amE Mt - N RERAXBRERE ? E 22 BMMAAS B AES 25 e

M RIRY) R BRI ERRIMBLE ER AN ? Y] BRI AIZ AR ? I EHE B RE AR E —

BEREAHRE - BT RELERREIAEE:

1. BEEEBER S HMI/VRBE  SINThaE RS A ERTURIE) - BEEIE
BIREREMIhEEfERE (FVC/NRR 50% FTEAIE ~ Dloo/ N 35%TERME) ~ BRE M= B (B iR
BE>40mmHg) s BEFRE (ARSI E2LEEEAR/ERET  BIROEEE /NN
55-60mmHg) * MRE)HERBEEE o

2. WITAREBEREYRERBRIR  AIUNARANZREESHRAEANERHE » fFE
AERNXREEE - WEAFREES (Deep sedation) X2 S fiil# (general anesthesia) * 1A
A1 BEENAT B2 75 {88 (f S (4N HE 1) O B2 328

3. * HRCT LEBEIBAE A TME)INEF 2RI RO BRI REFER3-7
M BIREIE 5-10mm K/NRES » RIRY) FIRER 1-6 RFHLI= R &%) » WEZEA
TERI—FEREMSZ (segment) MATLUB NN - B0 BRABAIEZE AR B =il
##{t (dense honeycombing) M FEIRIEEEE (ground glass abnormality) [RIFEF 2

BRE -
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4. RIRER L M S HF 28 AE A FR 3R B 2E MR © SRR RRAER @ AR RINEI A - TBLCHVEE AL
EEZLOOLER A (fluoroscopy)#iBh T » BEMIRE D — AR R+ —IBS 2
B o S ABUEQ2.4mm)AYS ERIFTEEL OmmIFSEAEE Al AL IS IR AE RS - I F
BAEMTERF IR IS » BRG T EEBRITRMEER < » DR E AT LU T3S
BRI AT - A AESEFEYREHBAER (radial probe endobronchial ultrasound,
RP-EBUS) ¥ i 5 B iR B AT AV M E o AfF 500 2 3% R AR (8 A X R B R PR BT L3R
(endobronchial bloker balloon) * 7£8] F EDERIEN BRI EXXRE i » Y R BIKR
BREEYREF - EMERERNENEAXZRERE  LRNHZRENRIKEERTR
EEFERUEXRERHRNMAE  WREMERERSIREMES 2 -

Atk - ZE/NAREAER » RREBESKE - BEL2MIT0EMI) A NA SRV BB H O

MERAER @ EERTIHHERERMBAE S - FRIRSHE HRCT 2IRMEIA UIPE! ~ 5

FOEFER R UIP B o BFF - MR AL EEBELELREETNERM  EREXRLE

EALRVMAR - DU REFRER 2 M ek B0 38 i 2 FEIAN AT o T i RA /R RIMT) F &BRV &S

b EBRTCEERREGELR > AEEHRAER DER LR - &% » $HHHRCT L2

UIP 2895 & » BN EE] UIP LIOMERIMIATEEM AR E1K » LR RImY) & ReefF Rl 2k

2 AR A REEL - WMAEREETRENRRETRSE -

ATS/ERS/JRS/ALAT ##:%

HEBEFRE LRERRANAN ILD - MERKREZW IPFEE - H HRCT 23R AJgERA UIP 2
MAOEER A UIP B » SUAJEE R LMy - BEZMITMQRI F » BRIMERER - 78
FieEHERARE ILD > mERAR_CZA IPF fEE - E HRCT 238 UIP UK » 3B RE"
FeA TR A (RFVER - BIRME A REE)

MRt  $NEFRELRERAERY ILD » mERK L& IPF f9EE » 2585 MDD E1TE
FRR ? MDDFEMNRIETT ? 2RI B EE LA ? SREA ? ST ELLEZZUIP/IPFFER ?
BREER  AREUENAESHERES 180 BIIsE » ERIRBIBEMMEERZLEEAE
EHR/BEEMEEIAR (single discipline decision-making, SDD) #1758 MDD #E{TEEIREK
% BENBRKBEGR  IMIREBMTREL MDD 24 RAIFEREE SDD 2%
73 o Atk FwEZER T SDD M MDD MURSRA RSB —BUEAISCRR - FMEIRE Y 17
BXEE » (EHPBRE 5 BXEMIADT - BEEFFE XREER T BRI EMmENBEARESE
— M - (BRBLES AN RE B SDD 1 MDD EHILEE » BRAA DT o HfIEEENSE

00

BE
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B HE

XEH - B RHREREGAKHSDDZE AIPFIIES - BINUEMFRIKER R ALSDD
D& ILD IVEE - HRES2ERIPFINESE - ELRERFKEKAIF MDD 2 a1 -
FLb# MDD 1 SDD =2 AL R -

ZHERREESD | LA AR E = EMRAISODARREE A —INEERERN  —ERR
ER—AMEENEMARER  Z—RMRAEH—FRENEMEESDDREKRE -
MDDHER D » IR EFE=—RMENLERE B ZRMESREAD « KR X RIER EAD
B—RATHER s — R R BB REN B —EZEN - Z— R RAeE—2
PEERL BRI — 2 RIERIEERD  H4b » [EEIFREZET Fleischner Society #7 IPF 22 BRI E
W ERFIBENMDDRVEZRY @ A A BESEMNEERER « KSR EEANELRIBRERD - 41
REREREMKERE

MDDRIESTRIZE 7 - SR T ERAT 2R S IPF NZEEEEIF IPF 26 ~ LI ZR
REZEHEMRIBEA - LLIEEEBRERZZET (8% unclassifiable disease) ~ AJEEMI 5
Dl - FEMBRESE @ Trimi2 BIEERIR IR ERIEM 2 E 7 DA - 8RNI
RERHRNERERSE (I  BRREEEE - ARBUERARNEER)  HEF
G HETRIBRERD A » 45T H#)F 28 (Windeterminate for UIP) » B HRIERI B2 pmsE fRAR ) B3R e
HilA T 26T (U0 probable UIP) » S A2 ER—ErIH » WWSEIRSIER QRURA -
BREE IPF likely) @ 48 TERADET - RIFREZSE2HEEFR MDD &R - BNEHE =18
RETRI BN » BB S indeterminate for UIP » — (i &15:2 probable UIP » {By55IE B EM4A
Yprobable UIP 5 » T2l FEFEE LT HNRNEEATERE IPF 28 08BY A
HIE A B R EERIR B ER R BRI TR T/ER2 & (working diagnosis) » ilz
FELEIBNERHIZENGEOERLEE TR - H—EREEEAIRIEVERE R B HNEL)
EXRABERLEBHR - E—RAMGHASTER MDD 21A#ETIME » IR 50% ZL£hH
FIMDDZ £2 A BIA34 A TR EHE90% N EBBI0A @ FHSEFREZ AB0E6C0DEE -
A LU A3 TMDDI & 28 o

ZEI—EER S - AEMDDH RIPFNZ BT —BMEE E = (K=0.71)° » AJREELPFEBAILZ
EWNDETESIER - 2HTSDDAMDDERK —HZ B ILE » FERERPUEBTEET0% @ &
BN 47% £)87% 8 ° Cohen's kappa B TERN—HMEAPE k = 0.331) - 5/
RS - FHiMEOEIERE - RRABE © (1)EKRR © KL DERE
ENRESGENFEZE—TNHE)  MELHTNKREFLRFIRZEEREENRE B
W RGO Z EEN AL A ERRR  QBBERBERN SR —3M 5 (3) fE
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B &% HE

MBI 5 (4B AT s R B F E R - Bwm b BTN HRERIKZZEEIPF
S BHREE © (BIELLHFT PR AR i&%—&tﬁﬁﬁﬁﬁ(ﬁﬁE@%Y ELRZIPFIIRE) ©
BEBRINEBEMRRE 856 1000 2FHIFLBEFARNIEE - A 700 LEEEL

#& SDD Al MDD FrfF V2 BT 2 —289 » 1 300 [ BE ZE 2 ARV H - =L MDD /Y
DETRRRESE > 8l %LSOOT\/E’]$%/E\—7§ ZIEFRBER ~ ERA RN BEARBRINENE

BENETERE

AT P BERRBVZRAE © SDD REE B RCEH(E D ETARSK » MHEIEIR » & MDD SR EZETH

TEERZHFENBEHSREMEREMNER -

NABAJEEERFNTRAR | AR MDD aTms RARKDETEE - HE SDD FifE

DHT— BRI AERIEE (PAIB > 70% ) °

ftam - B EE/NARBEELKEMDD #E - BIEHE—S N ETEDASK o koh ¢

HRCTR2IRATAEAUIP » MEABERAUIPEL - SKEMPEE  ERKERE - £ERENAES
BREERAEMEAN @ BB RLLRFMDDH R AR AN o /N RMDDIIE BRAH L

BB R TS Tﬁgﬁ@ﬂa@ o HEEZE{LMDDER AT H 2K 2 Al Ff9s87% » MDD

G ELERNBEMENE B ENLSERENERER RELEREERRARER) e

METRIFREER - MDD Ed EEREN KRS ENEMME > BRI E  BEIH

AR B/ BTEMG - B EEBREBEER BERNBEFERES —UEREMH Eﬁi&

& o ERARERNSEMBENERREERDER » BB EEESE AN SN EEE

ERE

ATS/ERS/JRS/ALAT %%

HFEFRERR IT\H)%E’\J ILD - MERR CZERL IPF fUERE - EELL MDD M TVETTZENR

R (EBFEBRTES  BEREDRIRE) -

RIRE/\ | EE#HIGEHEEAERAY ILD » MmEERKR_LEEEL IPF B9EE - ERESEIMBEEDY
E=1(MMP-7, SPD, CCL-18, KL-6) * LLiZBhES K ? i%ffiaaﬂu%ﬂ’ﬁﬁ;ﬂu IPF FHERYIE1Z05?

R IPF BRI - £ME T BRI TR -
1. ftye - AR MIZEC (alveolar epithelial markers)

1) Krebs von den Lungen-6 (KL-6) E—Emn FEREER ' 28 BN A MUCT #&
= FEBETHE || B4R (regenerating type Il pneumocytes) BT o
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2) ZxM 5k /1% H(surfacant protein, SP)ZE2E || BUfAIMR SIS WMIBEE R » BRY ARKEE
ROBNERRE RN 2SN - EhEbRZIheetb B /e
2 A L R AT RE SN B 1B AERA AR WIE D (fibrogenesis and extracellular remodelling markers):
1) HHESEE A (matrix metalloproteinases, MMPs) » B EMMP1EEMMP7 2 —48 ¢ 81
KRB RS - BMRINE B D AR B S EAHAT -
2) & " AU BERRFR S (L ES (ysyl oxidase-like 2, LOXL2): Periostin ¥5HE £ & 85 8 Ed 4 4L,
T RAERE o
3. 81t ZE (chemokine) : A __AIHEEREAE (M2) JBE{LEABILER (chemoattractant) :
CC motif chemokine ligand 18 (CCL18) ' LINXEEFRMEHMERAELER N E'ES (interleukin,
L-g) o
4. & RAFEFE DT (growth factors and adhesion molecules) * 21 YKL-40, B AEEE A
¥ (intracellular adhesion molecule, ICAM-1 and -2) ~ B MERANFEERKF (vascular
endothelial growth factor, VEGF)
e 5. Hfth : 21BRmE {70582 (anti-heat shock protein, HSP-70 IgG)&iC-X-C motif e
chemokine (CXCL)-13 -
MBS IR AR aﬁ%ﬁﬂﬁa;’iﬁé : ZKJKKJ%K@EEH%{ZEFE&ETE&E@LE AR E
IR ME A VIR B R HETREERS IPF EEM ILD RURE -
MMP-7
TR Y12 BXRME kR Y 2 BXURR - EFR—RXREERER Y MMP-7 &3
AARY ILD B9 AR 95 IPFRVEEBIRED » 55— RAIERIE MMP-7 ¥ IPF AR LA 7E ILD
HRANE RN  ELRABE  BABIE  WEANBHINSIP « BEUERHA « CTD-ILD ~ A0
ZY)S|ERY ILD  [MVE MMP-7 FORE SR 9T IPF AN EAMRSEAY ILD - E&URE ~ 521
MNP EBELL U RIR 71.7% ~ 64.4% ~ 68.4%FM 4.7 -
SP-D
HMEREY 16 BXEME @ RFED 1 BXA - S&RETIANEZIVEED ILD fRAEFH
¥R IPF > SP-D BORIRVBURME ~ F5RIE ~ EHRMNDERBELL - 255 70.0% ~ 65.0%
68.5%#0 3.1 °
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CCL-18
KPEEN 6 BXET - REFRE A B A LRI -
KL-6

MR 55 MY ER » REFES S SURKR EIELLLREE -
ZE/NABRNEETGENEOEERER  AANXERSASERERM - HARBRHWNERE
ERERARDEANEEENAEE  WIMEEHFORZEE NS - AR ERURRESL - R
Eit - EfthFEEEBFEMERRED - DIRE XA KRERRRER=E RSB B HRA
(Clinical Laboratory Improvement Amendments, CLIA) # R 7 T 2E THR]
HEERWERMAENRE & ILD NEEPHE 30% ‘R IPF - HEA T R IPF EEMD
ILD BUREM#EIT Y MMP-7 Al - FfS4eEe 1000 (I BE - 856 672 L BE WA ER M
(true-positive)sK E2 14 (true-negative) ° &2 » B 338 U BEKEIRIMELER (BRRMESIBG
M) BHEERBETDAEER TR AR AVEDERENRRS - R » 1ESP-D
ORI - B 1000 &2 BE - 875 665 LEBRIIEENDE » 19 355 LEREGFIIRMEE
R RAKFEREEREE LANERS -

e N AR A BERE R AR | BB —EEZ MMP-7 T SP-D #8189 ILD 2% - e IEEmie e
Al ZIPF SUBNEMREAESIER ILD - 1At - MERBRITER @ RENINEEERZE
HESRE R T L -

NARABEERTRER « 816 1/3 NEEHFIRBESIRRMENGESR - AIseREL a5
TR~ IR - WA AV ENZETRE » MEN TSI BEBEHEE - /b BLEMBEEY
SRR AL Kk - BRATEARE -

it - IREEERTE - AR RBMSRRMENLEES - A5 BRIREAE B UUMEEYERL
R e B EMEEAER ILD EHERIH IPF 89750 -

ATS/ERS/JRS/ALAT %

AR E L RAANPER ILD - MR CRUUIPFINES » BN ERER T RS IPF E
Hfth ILD AURE » SRR MMP-7 ~ SPD ~ CCL-18 3 KL-6 (&I @ B iEmE D FIBIE) -
BRY 2o BEREYRRER IPF BENTENERE - BRIEELENEIMEER ; HH
ST R RAEREN S £ YIS B Bef KL-6 ~ SP-A ~ SP-D ~ MMP7 £2 CCL18 - &5
) KL-6 MEBERERHEFZER SN MERFERRAEER - MIntEBbERERERTHE @ FORT
By KL-6 S2EHEE IPF BEMNZ 2R (Total lung capacity, TLC) 284888 - B4b » E(EH
pirfenidone A& IPF fmE » A EMIME SP-D 8B » eI UEEREEE 12 @A K

56



BT = s e R m s 0

Idiopathic Pulmonary Fibrosis * 2020 B S =
B &% BE

FVC THE#E 10% MIBAIRT - ®eAImsE MMP7 ~ LOXL 2 ~ Periostin ~ CCL18 »
YKL-40 ~ ICAM-1 and -2 ~ VEGF » HSP-70 IgG EACXCL-132E #1310 EAfhThae A AL %
RRERDERR - B2 > BUEYERAKSELIAEANEREBREEL - At £F£E
EMTREIBERR A BRIAEZEREREYZRELTER IPF pTER0 -

RN - EREVRZER - 5 MEg T A1SRFEANAZ FEIERF - ] THEERIPF ?

EVEm - DETIPFES - EEHREMAIEENEABEMRNERR - TEEERRRER » 118
VB MRAEIA ~ ALRAMIRES - ARLRARAK CRERBAREREE - FEREIERE UIP
A BHEmeER RF 3 ANA - BERERKREMZE - RF SERZ MRS RINERERR
FRTARERENAEBM  AMEERK RF BNERRY BIRRERFE  BIERERL
(EBV ~ HCV ) ~ #1758 ~ (LAMKIIRASE AIAE S ISR RF AL, MAAIE Nt Al seRlE
RF > 1T HA—@E/NAUHTFR%6 2837 18.4% B8 60 Ll L @ RERBERERFHIERE A RF 5
% BFABAKRFvalue s BERFENER A5 R XA EEREANEES
E| 10 FATAIE RFY « Jiizingg ANA 2—HERARPNSERSNESEERRE » &
G N GRERT (FA) BIBRSRAARAE A - Bapk E—MLL IFA IRARARSER e
1:160 AFREME® - ANA E—RR ANBISLEX R 5.9% F 30.8% AZFEY » iIRIBMERESHD
B 31.7% £ 1/40 serum dilution, 13.3% % 1/80, 5.0% £1/160 * % 3.3% at 1/320 » F4C
85 BLALE 24% ATAIE  ERERN—BEALMHRE - Wik 20970 LA FTEFRRERRA -
124141(5.92% )18 ANA » 5% 886 i1(71.4% » G2 ERERGRAN4.2%) A 1:40 » FFFSE
i 355 {if ANA SRS 1:8001KBA * 47%(167461) BB WA BB I% » MR }\
HANAZ &ARIN1:640 » HYIZREIBEESE « 85 - HEZPNE B Z(tightness)FIiE
iR HAIERRRRHEFER ANA JESNRE @ BEFHEZER © BIE Riﬁ-%fﬁ - BREIL
A ~ MREFMREEY - fRel L BRIESR IPF AR A » HEEHE RF 3¢ ANA
- WETRHRIPFC2H - B2 22RARRRER - EBERDE

M|

o7



BT = e R E s O

Idiopathic Pulmonary Fibrosis * 2020 EIR Efﬂ_
3]s

58
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LLLL 3
il
B

IPF &

ARk

BEIPFI A WIVEEY) - BEE TS CEYINME LT - IPFRYRERA FIREERE2 -
20155 hR¥55| 2 B Bim A& iz 2 Tu i L Znintedanib ~ pirfenidoned!| 7 22 2 {5 22
) - BLIBENAEF A THEE ~ UM ~ imatinib ~ etanercept Eg*ﬁl@ HR&
FAMBIEESE  REMCRAEE S ialfER - BRifEs I ARREAGEAIAE
22015 FERRA) < IFED B %@ real world registry BRIV EEY) RN ZE IPF 2ETEE -
BEIFNGEER 24 - BRIPFZERARIEN  BRERR - BENNGE  AILENES
REE Eﬁéﬁ.er’JHFEIjJ EINER - BINE Sl EEMENAE L EEY) - B2 RERRRIVE RS
i e N R G—:

SEB/RON/ BN T SENRRBR R e ¥ B ME B A L SR (R R RV ZE iR 202

EEEA EBER
Nintedanib @09 BlRHtERER I
Pirfenidone @019 BiRHtEREA I
4iE2 ) (H2 blockers & Proton pump inhibitors) @019 B EZRER \Y
FRREEERE RSB EE o Bl EZEER \%

comiaERRRIR SR 2011 AE4ES| 0 (A& 2015 FEI85IKRIE K 5 @9 &3 2015 F4E5] »

“Emﬁﬁ%T E%ﬁ%?@%ﬁ&%%%%?%’T A LUBA R T R BT R LR -
PTHAFEBET  BEETRAEXNE  nBERACEANTEZBROMINGEMN TR - BN ETERRE
B ATRERTLURANSE Kﬁ%&ﬁm%ET

REAIPEEERERET | HIPFEHBERESAMNEES L FAHBEMIEE TR - BESMRETTER
BEE -

“EBEEREANSEEME(EE  BHNOEES  NMEARBEEERT RS IERE -

BE
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SEE/BUN/ B A/ HL T SENBE R 0 S5 S 1 A LT SR (R R RV B R i 2012010
TEEER EEER

Sildenafil?o™) AR HAEZR LA I
Imatinib©'® RN R 2 I
RN ZZ ST (@mbrisentan) 019 SRFUREEE R If
FLE A (warfarin)@1®) SRR LA+ Il
Prednisone * azathioprineFIN-acetylcysteine & %201 BIIANEZRER 11l
MR ZZE2(ER-A FIER-B) # &1 (macitentan,bosentan)®™® | B RN Il
N-acetylcysteine® B AEZRER * Il
1 BRI N R E BE sREIREZREH \Y

#1 20184 A ANintedanib plus sildenafil in patients with idiopathic pulmonary fibrosis INSTAGE)#JZ$3% » 1T &4
£ £ Sildenafil Trial of Exercise Performance in Idiopathic Pulmonary Fibrosis (STEP-IPRYIE R N @ NiEwE
B/ BRIFEEMBEE o

2 BRIBBEARNETEREER) - BE a0 NEEaIfER -
® BRI EEN ARSI TR » NEZEEFHRIEE EMBEELE -

G “ BRI EAERNETAREER) - e
Nintedanib

& — eI N ES IR B R ES (tyrosine kinase) RV - ATHISIIME N A RREF (VEGF) »
HAESMARERREY (FGF) ~ MAMRITELE REF (PDGF) SXEHVEL - BLEXESHED
AEEREMBPEA T RER » SFIELXEAEZ IPF IWRIZER - —THE B
¥R (TOMORROW) &t¥f nintedanib MFERIS 2 BN Z 2 M EL R BEITELE - B8R
FHEFLIFAAE 150mg 89 nintedanib ATEEE B =2 EIVERR (2.4 vs. 15.7/patient-years ;
P=0.02) - HE&EMN FVC TRIBEINE KERD B (-60 ml vs. -190 ml; P =0.06)% o
FEHASEESERAMNARRERER  BELERKEFE  AREBEFARRENLLER
ZRE AHEE27.1% vs. 30.6%)*° - REMIEE = BN ER B ERIRER(INPULSIS-1
INPULSIS-2) BNk A& B UM 150 mg VI @ AR E#ER nintedanib tEZ2 B BEB 3K
B FVC TFEAIRT(-114.7 ml vs. -239.9 ml » P < 0.001 ; -113.6 ml vs. -207.3 ml ' P <
0.001) » FEEnintedanib EB E#& IPF mIZ 2 BN - EmERERINERDRE nintedanib #7E
BE—REMEREBAENIR  MEARGERSHOMTERIAERERE—RZMEREE
Z 68% (P =0.001) » FEABMEERSMERCELERE ¥ -

FIPFAEEE R BR 2 IFVCIE R BRIEIR » oRIEBIFDAR R Y — (PRI RS - HA
#EY BiIEnintedanibAYEE R E3E + BB RnintedanibAEBIAEFVC N R K FREFET K o th3RET5
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o AR IPF SBERFHETEIRERISETE - Bl FVC NSRBI T XA FEE
% Atk FVC AR S EINFHHIER ¢ - MR LARREEAER » 20144 nintedanibE2 &
EZRBRmMEYEERF/FDA (Food and Drug. Administration) ~ BUMNZEY) &2 FHEMA (European
Medicine Agency) E252 B NICE (National Institute for Health and Care Excellence) #Z B RA
BIPFEE o B4 » —IBHEAMEE (network meta-analysis) A Y LI K HERNGER I8
FEE nintedanib FEE MR B4 Z B - HEMZTIREERRA nintedanib f9EE - HEEEE
R BT H B LA BRAENBE(OR - 0.70)% « by - B =HABRIRFBEINPULSIS XD HT4E
KRB TR ESLRERNMIIEEAM (FVC TEAERZLLERE > 80%2(50-80%3K,
<50%) ' NELERIFAEMLREFREY XK EREER - HEEERESE)  SEHRSHF
FSRIES! » nintedanib — &S AT A LA FVC TRREDFAD MR/ ZEAE - 38 nintedanib
EREIRI RE 68 @ B FERIEEE INPULSIS-ON #4445 R - 288 4E&F A nintedanib R~
ERFELEEFVC TR  — KA MR bR4e - HREREINPULSIS—2 - B8 A%
AHLT2MEH? BF—EHERRT A ERBAERERTTHINMESERETR  FH
nintedanib JEFEAMN EF L L BAL KA 7.9 FHFIIEER -

£/ nintedanib £FE RNARRIEZRER  ROFEHBEAREH  WAJEERESR
I FES EFH(#I5%) - BIMERBA R EIRLEREEZN=BA M » LBEERE @ AJKH
e FAEE B EE AR EERIER 5% o e

BE IPF 2FERMRAN 1B nintedaib WERAKMTEBEZEXN KRS E IPF 2EEEE
U - HREBEREINEE nintedanib REVEANESEZ M - EHBEAGRLETRR
HARFEE HBVEFEZ © 2R2R nintedanib /&R A HEE B R ER BRI ELIE BENRE
IBEE » DI RBEBRENSEAR -

Pirfenidone

=—ENIEER (pyridone) L&Y - BB (pleiotropic) » &K ~ (L ATE
{ERVEIE - B RIFEH TGF-B MUYEA - —IEfE B ALEER pirfenidone BRI BEM# T IR E5R
(SP2)8& 3 pirfenidone #H#Y 52 A VC TIREAFKAFFERIK (-90 mlvs. -160ml » P =0.0416)
ERC R ERE(BCERR/ILTH VC ZRAFL 10% LLE)FEHLLL pirfenidone #HEREP =
0.00280) % o JRADMTRIR » HRELKREHEE (BVC = 7T0%FMEAEHISPO, < 90%) @ £A
pirfenidone & A BAREIBEAEAR S ThRE 2k » WE R FI/ERE o o LLAMREIRA
BENE=@H VC T 5% M LEHE  —FTXPERR * -

XB FDA [CIEEY RINRIEREERME=H1 pirfenidone FEKYEE:ER (CAPACITY-004,
CAPACITY-006) F%5 R » pirfenidone £ CAPACITY-004 %Y "TFVC %TEB{EARE A E#EHA
B (L& | HIEEEHIEIE - BWFEE (effect size) B4.4% (pirfenidone@ N L) » B
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CAPACITY-006 RIAREZE| - ELRBERMEBIARHE X FI—FZE - BARHBEE
A% RIA—2 - MADEFERPABNPIERRASET @ @ pirfenidone 2 737E AR WAL 5 o
A i IE s B TR A D T (pooled analysis)f® @ IR EEZ pirfenidone)E BARER A 22 &
B4 - BRERFEER{CEEH(Progression free survival)(Fi iR b E FmFVC %TEANE Tk
10%LLE ~ Dleo %TEANE TRE15%LLE ~ SAET) » RILEOM A IPF A RIS i ZE R
FE IPF (E&EAFVC = 50%T8HI{E B DLco > 35%TEAI(H) /B = pirfenidone)& & 5961 o

A CAPACITY I pirfenidone;z f2/& R a8 W R HETL - FEXBFDAZRT - —IH#H
pirfenidone)& FEIPF . 3R K Z 21 A B B 14 BE 1 33 BR 5 B (ASCEND) R 2014 3 5% © sl Bnis
R IR FE X pirfenidone)B R » AIBRUBARFVC N G2IBIRFZEEFVC %TRANE TFE10%IU 3K
FTETMIABLLS] - FVC %TEAMER TR AZLLAIFIFVC N ENAERE) - WERERTE
(R b EE R FVC % TERIE TR 10% DI ~ "o EfTEEREHERE 50 AR ~ 303t
T) - RMAEFTBRRASETEP = 0.16)HHIPFETEEZSETEP = 0.23) R B ER - A
T-RITASCENDA B HEFEKE © {BIEECAPACITY TSI ERIE A A T (pre-specified
pooled analysis) #3158 » = pirfenidone)a FRAEEHE R 52 Al ARAEE(EIE TR (1) EIR
RFET-XK, pirfenidone vs. placebo: 3.5% vs. 6.7% * HR = 0.52 (95% Cl 0.31-0.87) ' P =
0.01; QRIPFFIER AT ER(EEAEBEAOBLESE —BIMREYFERE28RAET),
e pirfenidone vs. placebo: 1.1% vs. 3.5% ' HR = 0.32 (95% CI 0.14-0.76) * P = 0.006% e

PirfenidoneIEIEABIEBBEARSEH(RL ~ S ~ BB ~ BIEAR) ~ HEEEE
EBEMEERET « JL8UK(photosensitivity reaction) ~ 828 N » LI © Pirfenidonefy =
EREEEBCYPIAT » FTLIAICYP1 A& 20 fluvoxamineFAciprofloxacin—#E Ak A B 75
&K pirfenidone & * TCYP1A1EE Y W omeprazolef1 & #L BI €& hlpirfenidonef9 T
FER BRI SOSRIIEER - HEIREBRERE B E NN AL 036465 o

i 2 pirfenidonefifa PR 58 R PTUS Z O Y R 2 HERR 2L BH ZE M IR B e s S 2L B SR B s fiE
BE IS AABENAERIRBARMEEIFLRD  RRMREHEHARE -

A nintedanib#pirfenidone

E—IERH120FE R HERT (INJOURNEY) @ fERIZAERIER) nintedanib (150 mg,
KWR)EBE pirfenidone (RT3 HNZE pirfenidonetZEHE 801 mg, BRA=)X), MHEH ZERIE
Y7 £ HInintedanib 5B ERIEAZENLEIRE (69.8% vs. 52.9%), BEEBMNZT MR
AHEIERMNM MR AT LIS 5 o - RN R EASER ZMnintedanib, X &8
BENBREES12BR BEEFFRERDHTFY FVC BHE TRE(-13.3 (17.4) ml vs -40.9
(31.4) ml) % - (B2 IRFIHIBEAAEBNAR - BRIMBES E S0 nintedanib 0 pirfenidone
yAEE IPF IV AR A RREF BARFHAVIE SR -
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3 B nintedanib&sildenafil

e IR A BRSTEP-IPFEIREDLoco < 35%TRREMIPFEE » £L38 A E1281sildenafil
BB BN R LB EERL N ETEEBEIEN20%HIEA » B2 58 sildenafil ¥
Dleo, IKEFRMASZE @+ WIKNEHNSCGROAE D EHBERES o B RIEIPFRE Asildenafil2 &R

TERMMAREREA L 2

SRTMAE STEP-IPF I DT (post-hoc analysis) 1 » LIS AOLEWAEIHEES B EIKRE
sildenafilfy%Y R 2 AFER % © B4h » DLeo<35%THAIERIR AR ERZH IPF BYER R SR EEER
W FIEEEEANEERERREREREIHEAMER nintedanibb HIFEM(EELLZEITE
RE BB BIVEAEZEY)EL sildenafil FIFRRER) - FEH¥H BRI INSTAGE Al t4k & 12K [E]
B ERE  AkERHIREE A H nintedanib 1 sildenafil 788 DLco<35% TEAIERIIPFR
AR BB A nintedanib 488 B&EMEE SGRQ 281(-1.28 vs -0.77, P = 0.72), (B2
BERNABIBIFTNEY LT 2EN o IMBEIRIEEERERNINPULSISTH B2FVCH DLooER
BEMBEA @ £ AnintedanibRiE AFVCHI &L B2 FEINPULSISE BB rVm AL o E B RE
nintedanibE VR ARET AIEERRSCHEE - NAGENEERE—TRE © -

BT (H252 28 SRR AN s+ B mBRERE])

BREZME IPFRARRTES  HRE—FIRARBIE - BREZEMABEENK
FERIB 13 R R AE L - MIERIAMEERZIIMRBIE LB REE MEARMINHZER
fThaE AR T RIGEZIRENZEL - 2016FNEIBFESI B R ERER @ BILRE
BTSN R AR R RN SRR ERHBRERRA » LUSIRZERESEN
ERFMARARBBETNIRR (R THWAE, B8) 07 » RI55183F% IPF R AR
MBERAREEDR - ALUSBRESRE RO EZER - BERSFRIV) - EREDRIIT
T ERMATRER AR B E MR ERRBRANSERANRR SN EREE -

i EEYRIERRRIE
Nintedanib 5455

R INPULSIS-1 A INPULSIS-2 IEESEHR * IRA nintedanib &% RVEMNE S BN
BI{ER » BIEIEE62.4%) @ BELN\24.5%)KIEH(11.6%) I8 HZ A TRIS 8 ENRI =@
B67.1%) RAeEEEREERASEAREERTAZEE nintedanib RIME - KZHEIE
FRAR G238 2 1 #8 A LU 2R - Nintedanib BI{EFRBITERS B R IR SRR AN &R 10 ¢

O 0

BE
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(3210) Nintedanib/BRESI1EFRAYTERHEL RIE RAR
gI1EF TS SR A% RIBTRAE
" EIBRERENT | smrsom= P
B | B, | BREE - RERZE -
8 - HIRWTNERE  BEEEMTKDERALIEZE (4
40 © loperamide ) JEEIEE - MRLBFENE » AIEEHARK
e (—KMR10025, ) SE R ETARZEY)HY S B B EIAEAR
BENERE - ERnintedanio)B&ERT © AIIRFATENEIE (—
iy Eigm o RFER160Z35e, ) NHRENEE 2B BIBMETENHIE
(BR) BARAZEY) - B/ M@ © AT{sE F dopamine (D2)#5HE (Zmetoclopromide)
5-HT2c% 285 A 2 5-HT3X 28 F5 (%N odansetron) » A
EARNGERIEERA R EMATAELE | BEAKEN
A ERAREREEEIEREESERE  BREREE
Z5EE £ Hnintedanib ©
» EDRIHARIZN B IBASTRALT>BE E<SHEIERE LR - BEFIE
CRBARIM | 52w suiriR - ATLIERE BRI E E SIREES -
e BERAST  ALT | cgrem @ 55 Km0k 1002 S nintedanib B BN E 2495
TE%‘;;%”EQEU A BB AR EIE R 15025 « Rl REABE
IS : = H D =Y=5 NN = ANi in o
o —EA=SA 7 IE BRI ZE NS R X 1002 57 fInintedanib
ISt TheE EASTSHALTRKRSEBIERBE LR » SkEANSEERELRER
ZEALERE B EGZHBRIEAN @ FEEAnintedanib °
= 183X N . e e s
SNV | R EEARL AR B AR ER
B A RIEAYE ©
Nintedanib/2P-gpfIX & » R RCYPIAMIIZE (B& &
= wE) o EOARAIP-gp K CYP3A4HHIEketoconazolefit F
EEE | s1P-gpR | B EN60%MinintedanibREE R - P-gp3ECYPIA4NHIH
SEERY | CYP3A4 #14IH . . . Vi
TS EZ%%@H#)EH H% (Wﬁﬂ . erythromyCIﬂ) Eﬁinmtedamb'fﬂzﬁﬁ o E.l—ﬁb@iajju
ZEM3Z P nintedanibfIREE + B4 BB RE - EHIEH AR
B{EH nintedanibMy= 4 - 1EEIERNE RER » AJgEH & FE - F8RE
/2 AnintedanibpyE & & -

FIRIRINPULSIS-1FIINPULSIS-2F B8R S &R » FFIIREE B (ASTH/SALTEBEIE R E LRIELULTAER

(5.0%) » BRI nintedanib EHEEX} - 1818 80% RAEFIRGHEARI=@EA -
# P-gp: P-glycoprotein » P-BE&H

BE
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Pirfenidone 626364

Ak A pirfenidoneix % RHVEM S B L EHRIEA - BEEEER IR - IBHEEEE » —
R ERR A RBI 7N E B 8 Al BE S 4 » Rl /S AR ZE Y 2 P A (peri-titration period); T &2 EHY
BI/E A 2 A Y8R (photosensitivity) » BIZRANRERAEE @ BE—REFEREITHFIR
ARZEHRI =B A A - PirfenidonetB B8 &I1E A HITER B lr B SR BR g E 4N k11

(£=11) PirfenidonerBRE&IEARRVTERHEL BRI SR AE

2l1ER TRBH 2R RRIE R AR
i éﬁﬁ%lﬁﬂ’]@ﬂ%ﬁ% SERATE o TR .

ST B R IR AR L S B B B S
o BEER  TEEG—R | b Ve TG IR RN E RS
BEE | mramsanzesns | oo rAE )
(BR) | R - 10 52 R S 0 B TP S T BB -

AR SR B E A -
NRBEREACBR AR B AR AR B R E S

PRI SR (silver sulfadiazine) e
ERARREBELRENHEAERENIROZEL S
BRPAAREINRE A& B BT ARZE - e
2N R 34 Hpirfenidone B 85 R FE T P ETARZE -

EDOREARIUNASTSALT>3 52 <5EIEHEME LR %2
BREMRBREHSIEAL RIS AT LR R 25X
HETRZEZEEILSE -

BRI AR ZNASTSNALT>5Z 1IE B (E LR » SE>35

FEELREBAHSEARMENGERER KRS
1k pirfenidonefE A -

T 1} A {5 PR B IR &L
FBIBSORBH I T AR
REE R o
BESHERSERIE
U E AthZE) o

R RIZERIMRERAST
ALTHbilirubin e

e FH 44 AR A pirfenidone Y &l
NE R FE R
B ZBRAERES=
R 1URSHRERIRATES o

EEE ZNELR M CYP1AHNHI ) (BI20 : fluvoxamine

- ELCYP1A2 #) I F - &, EEEER 54 AS g = o
JEERY Lo T enoxacin/ff Y » FIAEE1E—RK=K ©
’ 5 BRAE L) -

LT i A ELFRICYP1AHN S (20 © 750 mg Ciprofloxacin
EEH —RAIR)BEAES > TR E2ST—RK=K -

Pirfenidone| 8 FUFRAEE N — g B LB UEI TAI T &

BA{F FpirfenidonefFAYTEI £ HEIE R
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BERGED FRERED) REE(EE) =X (1)
#1-14K 1 1 1 3
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FEZEN) AR B EL A
SEE/ BN/ B AR T SEMBIRE G & S M A LR PO TE B s

IR AR EeafEH REEER
RYsREHeERERENSREEENAEEC SRR \%
FbIRSIE S R A R BB R E I
fibAE e BRAHEZER 1l

COMEEREESE 2011 55| » WA2015F 551K K -
" IEREFRERNZHEE - BENIEEE - NMERMERSENREEEE -

SSEU/BCN/ B AL T SN BIPE It S S I A A LT R R FRROTE A 2o

IR BIR TR REEER
150 PR MR8 SR S R R I PRI 3 A W I SR 08 2 SR o BRI AZZR LR Il
FHEEIPFIT IR A ED AR = EE > BRI EZ R \%

COMSERERIEIRZE 2011 4£185] - [A/A&20154185|RIE M °
" MIERNERNZEIPF 25 BERADEEBER ASIEEE -
2 HWNLE IPF BERNESEMBIRSE  EENIOEEE RIS R AR IEEE

00

BE

HAthAERE A RENZEY) At TR
\PF3 |2 i = BRHVZE ) i 12 201 BRI B 5B RIS 2 -
YEE 430 DO [k A g 2015 Eﬁu’fﬁﬂiﬁq % Hﬂﬁﬂfﬁ -
AR A P et
RHEISREE

BRREEEEIHRABESESXRASSEE - —HEAMER R H—HFHIPFEEHE
FET7%RAEXSRERNGETERE  2E8ESMTNERET » SRaRIKRERKE
SEM AR 0 BILIEM AR SITER R A BB M4 GT - ERERIMEBENRAR - ER/6FEA
KEEBEINEFEBEEER - 2011 FMNERES 2R KSR MEEEBEN IPFREA
EESXRPERFE - 55 —HI R EAESFNEBEBENEECEBEEMRA
HIBEMERIRZUER (AmbOXEER) FE7 » Em ARSI EHASSR (@mbulatory oxygen) HHE
RARERAER TLUEE R EARRAIA E R E (health-related quality of life, HRQoL) » RNi@ %
BERNFREHMMRNE—SEES -
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i e
|PF&EE S R R M5 TR £ Ih5 R50-56%2 A - —IHE W46 RWHN RN
R EHIPFEAFTETINE R OM RIS » B2 EENSFERTAREE - HihE

BINEN > A e mEEENRA - REEERER B GRA T2 iR
BIEE -

IPFEEEZMEZENEEEIUSEEA "R ERIEREEEFM011F4827H
1857). @ B ()HEESZHE <60~65%TE81E ; @QREAREMETE ; (3)5| LM
MERPEIARSER 5 (4)R ALLARHARE @ BRI ERAL o 72 IR A AT AEZEY) Wnintednib
Hpirfenidonefy45 B » W SRS EMSHEFEERT - BIREBEA THEHRIBREEETF
201154827 BIE8T) . IPFEESEFEF BN LO0XK « EREFRERMIEDETEIENES
BENEETREAEIMEEE  WEMGEBERTEER LB RE (objective
deterioration) » BNRFEST = MHAY TS 1E 5148 - N AR E st E BB E ERNIIABERE
ZE MR A BRI AR 700
e BRI RAREN BEE ERENBERE - BRI AERES B 0I5 s E e

AT ER R EL AR - BEFTEERENPRRAEEZMEEECRIERER  BEE
ARy o

BB IR/aE

RNABEELES - NONRREIIE ~ FHERE - BN LROBHEXFF -
HIZH ILD M AESIHERAINIZE o BEHY IPF RABRSMERNERHBERET I
B R AN ETERBE ISR AEERE BN RAMTHEIIELUNGER - HRE
DR EREZNRA - MERNIRAIEERBRE - ERALEIPFHRABEXME
R BEDERARGLANEE » MERNRIR TR - SRS ZEMER - VAR
IPF B AIREFE 5] -
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2MEEAE

RRIPFEMERBILAE-IPRHZEMEER » 25SERWAE—BMNIPFEMERb 2 EET
I o IPFRMERIENTEBR RS Ny BEGE RS » KGR E AR AR IPF =B b E3F
BREE/ND o ARTM201 7EBUMN M2 S P EIEM IPFE MR e B HERE(FR12,13) » (A
EMABMEM2ELKE - ZARR Y BERIPFEERSt BAR AL E EBREERNZ
Gh 0 REZRTELIPFE MR AN R e B WE Y 5% » RIRLTE B 7E B BB RN
IPFEMERIBEARCT » FBBIPFE MR REMUT 2B R A ERRE o

(£=12) AE-IPFRJBEIRERAYTEFG HE 1

¥a b 2 =
o FERCANAH 2 IR E & B R TE +
o EF o ERRIRIERE +
o BB REWIR +/—
o 3t 5 22 S AR RYRIAHI R B R4 +
e o EFEEMMBRAT - FERE R IR S| EEAVAHIRIES e
K# xR aR "
IR EEIEITIR 25
EnESEEERAR

* Nintedanib +/-
o P —/+
o BB AL G +
+ BERAEASHEEPER  RABERFRLTER T BENEE
+— BEREEENBEDER - AR EMERFEERERRME -
—/+ BRA A ERAFESREZRKER  AEASETRERZHEE
HR{EA o
- AEERARZEBEPEA  ARRZSIFRAERAIEER
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(Z%13) AE-IPF A5
B IE 75X 2 &

B RAR

o (EFIRETIKAR +

o FRZEEENT IR 2R +

s EMEREEARARE +/—-
)

o C +

o +/—

o —/+

. —/+
Ab#%1E +/—
HAth

o BIMBRMA RS R =

o P —/+

« SHERERRES A -

68

+ BEREARSHEERER  HABENFRELUFIER T BENESE -

+/— BERERENBEPER  FAMZMEZTEHRERRME

—/+ AN B MERTEENEERER > HAEEEERSEBEREN -
- FNEERERSHEBEDNEN - ARRZFHRAERAVEER -

#. Cyclophosphamide, cyclosporine, tacrolimus.

" IFRERDREITE | MAF L RE AR EHITENRLAERE) - REXFPEE » B

E1Z£%) - (Non-steroid approach: Immediate cessation of immunosuppression (if any), best

supportive care, broad-spectrum antimicrobials.)

S BERERERMBENTERIAE
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S RE B HRNE

IPFRTRIRIFE £ » E#AT/R3-6F » BRI ZEEEE (EE2NER SR
MEHMEYREREMNE > NERFIDFA—FMR) @ efBAEFXRERIPFRERIL
HEER - GAPIEBE P EE MR, Fik NAEEES2BRIR N MmEE B0 LL(FVO) M —%
LR BE TIRYEE & (DLoo) F A F2 B RITRRIIPFAE U R R Eiz (£ HRVIREY - {(BGAPBERIZRTA
ARIPFRIZET R » A ERZ SHE IR ARG LN BRI TR E - IR ENRIKI RS
A - H860-70%/IPFEREILN ERIPFE EEERRE - ERHVIETREATREEEEZF A
BEGEASHFAENEMITREE - BRIBAHIPFE HIRNFENILRE - EBREMN
PR - BERERR - SR - MEIKSE « BREMEE ik - ORURRR - SREYM
FIEOVEAZE ~ Wik © BME AR © MERE  ERWHRPLE - MIERE - BIhae
RB LRGBS - BRI NERARELEHRERS SR ERAKTAR  BRRELHEW
B ELEIPFNEERE - BfFihE « e ike BN OMERE - EEMIELReS HEHEE
B2 BREESEAREPEHRARER « R EMEEMLERN K LIEE - BfIwAY
ELEHREE—T M Y RERE - BERIPHRANLREEEE19 -

e FhEhAk =B (Pulmonary Arterial Hypertension) e
g ks BEEEHlEE Y MEINAEREY  BEEBEARTENEZES @ MEIkSE

TEEMBEFMNERERKE s —  FEMSIKSEBENFENERNEEZNZ M TE
kL EREREXMESEN G IPF B2E2KE @ IPF BE &M IERE20% 2£40%[RIFF
D FAMBIKS R - BIPFEEEMBIKS BN LRI FEBENMAT - RREE * (1)PF
BW2ENMEIKSEE  QMBIKsSBEZENESREARALEE GOEEBEALR
SENDE TRESGERDEEANE | QAFMBIKSBNEERRLE - BEEHERMEE M
IR BEARNRR - #HANIEREIPFEEMBIKS BEA K E20%%31.6% 918 B8
WFRagaR 7 -

ST RENIPF B35 TR 2B I ED AR = R PR (2 25 o PR B B S5 B B AR >25mmiHg) » ELFMK &,
RFEIIRMEIES M MEHRE  EFNHIKME FEREDRR  SETRRBRS(—F
FHCRBMENIKE R BER28% @ HBINREMEIKSERE LT ERS.5%) £5—18
MA 70 & IPF BEWRTIFIZEH © receiver operating characteristic (ROC) HRAR D T8N
17mmHgHI S I ENARER B e SE T RN R ED FE - BLEBUR CBEN BN o UL E
BE R AHE MBI GEENAR @ HAROEERENERcETRRIFERE - RS
M ERD EARKENFEELEERE M - BRI ANERBIPFHEMBIKSREE &
— IR AIFRIRERIR AL (IPF-PH) ©
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(D IMEESR (Cardiovascular disease)

OMERRVBEEFBEBRFRMIGI - (BEE2EIPFEENRE XA SR EMEE M MR
SAEZEERE - IPFEHERA M EAREIREEE (acute coronary syndrome, ACS)MIRERF
AK2ZE(deep vein thrombosis, DVT)#IE G 5 (ORA Bl A 1.53681.98) s B—IBREMNEME
REMRRET @ BOMNEERNEEREBLEIPHEARLRS - THEBEBMRERLH
AAHR:2.4)78 - HERMBURKE RN AREE  TREAALERNRNTEEEHNSH KM
12 (prothrombotic state)sk &R EHET - TR AH @ —IEM BN ERREZ MBEMBRT
DEBERENIPFERESR » BRFREETRBIKEENIPFEETBRREHR 4.83) - BB
FRIRIPFREEEX M ERBE68%RFEE LMERR °

H R il ¥ (Gastroesophageal reflux disease, GERD)

S RIEBEPREARMITHHIEITENL0%EIM4%AE - B2  GERDHIPFHIEU R E 2
SEEEXEBRENEE - BRIMEHNMINE TR « IPFRMERL - BERNZESS
ERA— BLIGERDE GEHANESLERBE D EEHRIBAREER » HENSESIER
PREFFE3E B (E BB e BmNIPFR2E M TREERER B - SRR HERE « 75K
EHERFR0 - (B2 » FTH—IERECAPACITYEEASCEND trialsfySEE D MTHIZT  ANEARE
AT A R TARIS B E B © - BN —TEZKEINPULSISHYSEE MR 7S th 3 IR E 4 HA S MR
BT > fIheE TRREER L BEEERET - U MEREIR F T (Laparoscopic anti-reflux
surgery) JEEEN IPF BEMUR @ 7EEHZE _HRAREBWRAP-IPRERH L EENL
2R SEE - SR~ EBEE TR ERAMBAIREMRFEEER?  RILDBRER
RE RN SINLURSY ©

At

I EERYES A RATIPFAY B E R ERE 1 I 4.4 % B48 % M BART 5288 R - Chestiist
BB RIPFITEEIERZEA13% » EMEIBM X R TEIR - ZIPFEE—F - AFENT5W
i 2REEE A KD B A3.3% ~ 15.4%F154.7% - B I AT FiE 72 IPFRYR A BB Z s R B A
EINMIEE LR  RIFMNEMEMRET @ IPFEEE BB A /20%%123% -
th—MEE B O o BR Y BEEAE « BHEFALZRFHEECI MELERRYBREE
FE BB 2 (epigenetics) S E R L  FHENEN SR X E R F (altered response to regulatory
signals) ~ /N FRfEREE (microRNA)RIZ AR IE H S RIME s o k4R (squamous cell
carcinoma)&d R & (adenocarcinoma) A i % BAVEE - 8 F DIET ML i i A S 2k 5%
IR 82 - HIBREENMEXZENRNRE - mRERERE  BRESEANARIETE -

O 0

BE

©
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BL A FRRRR SR MEEIPFMRBE N EER19-38.7E At B R E MR IPF &
#(48-63.91E8 A) AR ZE(HR: 2.4-5) 8384

[E 2= 4 RERR PEAR & LHfE (Obstructive Sleep Apnea, OSA)

B 224 B AR PP IR 0 | FE AT B B2 B 8358 (body mass index, BMI)&E (> 33kg/m2)YIPFIE A
BATEREBE—¥  MIEREOSARBER E (@pnea-hypopnea index * AHI)EIEAEES - & ERE
ARERE (sleep oxygen desaturation)i2 E#EEMIPFRE A @ HERIRFERRIE & - (BRI HFE
8% IE B IR (continuous positive pressure)ya 2 N BOSANIPFE2E TR S B 1t B Bl A
EAR
il

THARI R BRI R - R B MRIER IPF % (combined pulmonary fibrosis and
emphysema syndrome, CPFE) » & BIREM ~ EEHHMASE » fiThee® REAEM Dloo BRI »
MARAREIE R - EFEEIREEMREEREE @ THREREL2AFR8.5F-
% - A BAIPFAMRENRE - HMIERE ST AR - BRENETEARES
ERIASSAE - ME RS HENMEINRSER(ERITELT%EI90%) - B Bl A/EEIPF
G MMRENESHFEEEAR—EERFRARKRFL  FHNTEERMT  MRESBERE— e
TEHRIE - BN BRIEARA SRS AR ANRRES - 2B ERNERTGE  BIR
EEINPULSISE BB HY X I B 17 35 3R nintedanibBY BRI A Flemphysemafy 8228 - SR1 » M
AR BB R PR R BRIV BE - BB & HHE A COPDIIZEY) A BE 2Hm A B B E4G B B ae
EZ - fRK CERIERERNERZEZAR - SR AENMEREREE -

L=% 2h:

BEREEMEIPFEEDRRERE24.3-49.2%  HIFRERERIE - UK HThBEry R
ERENRA - B2 BEEEHN IPF BEBXENHREL » BRITENEHABIRUTE
RKEBERE -
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Fiti 2 A 5 /B2
3-86%
IRz E FififEE

2-3% l 3-48%
DM E R — - Fili Sk B
3-86% 8-51%

B8 T BREWR
21-49% 3-86%
REAR PR UR 1k
5.9-91%

BRI SEAEAN TR IE

IPFR AR HIRMEIAIKSE « MRZE -« iR LR EIRER SR « #ENIELIHLRAE
AIRER R AT » (BEHHIPPR AT B RE UL R ENBUABINEFET R
HRCTLL BRI A 24 fike) - HAE T RME - At AM B EETEARASHRER - TF
RERNREAR  FRIBNMBIKS B AR MESENER - Rt WEETITIERT
iy o AAE LA A RIALUD BB SR (L B IR TN DB RN » R R BB E R
FBiR= B A BEE RN TE o BFISAME AR (brain natriuretic peptide, BNP)EYEE B 25
BEPEEEMBIKSBREEHEEN  BIRTE2HEERAEREGRTIR - WE2EREE—
ERKRIEAEE - BHFEETEZNNETE - BRIGA D EERERERMEIRS BN
TREIER -

H UGS AR B R RR A (BINE F 822 - E IR B R R AT REE LUIPFRE MY
MEEERE - EERAEERLIRE - BERETEENGFASTRMISEEA -
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HAEZMTRINERCREA - BEEIPFEERCN A e - BEZAFTHESEE
BUs B M EMRBR - FIa0mRE « /b8 - WIRERRAIRARR - WA HSBEYC
FAVEIE A BRI ZEY) 0 R ] REE AV ERE -

HESREAN TR AERY /G

BRI ANE R R B R AE A A B R S B BN IPFIVER R TER - BRINIPFEMERM
BRR SN ZES -
=8 * IPF R A& EaREMEIKS B 7
¥ BRIBRIPF RAREMBIKSE (—RERAARIOEERER . FIMBIIKE > 25
mmHg) WEREERR - —I5¥ 8 BRIFESE ILD MBIk EBIHEAEP1AEEIPHIE
RFIOTS2ANIEFER) epoprostenol HIEEXE EERFER » MR MATE) N Z2ART AR X
= {BRE (shunt flow) MG & BENAIBFTE(L ¢ - —IESHE 10 BRRFEA ILD MmBIAK
SREEAEFSAEZBIPHIEMEMTERIR - REBEX IR S Bepoprostenols M AR 2L
e bosentan/BFEAIEA * 6B A NAHMETEEBMAETREESRE® - HTFERBEZ e
sildenafilA] 2 Z M ER AT D Z2AR - R AGIRA D AENSHARENBL » AMIET
[ S e 28 | PR A B AR = R 9 A FRAE T T A/ N BU AR BR AR RS M I 3R B - 2 32sildenafilA R
BV TR BEA FER M1 TEN D AR AT R 8- 1 2 AT O &7 o
2% RZBIPFRARNBAEEMBIKSE - BEXNVBEBEMS @ BRAASENEEEB
B AERER - BEFRV) -
ERE - IPFRAGHEhREZAEER ?
RIFINPULSISFH ERHIR 2 17 # i nintedanib ¥ GFFVC TN BB E - =B AERM
SGRQME DT BN A X ZR B S B MRME, SFEV/FVCLHEE7E> 0.7 B< 0.83(> 0.8
FE ° - AMIDAFREHFMRERESE N EREIMEE RS EMFTAERR AT
— S RAERIGEEF A - Pirfenidone B RIRNZ BREURIMATE - BARKRBHEEERASH
EFHCOPDG BRZEMIE# D IR 5R - BARLENERZRFEARABISERA @ M HE
FRAMAL 2 INMEREE -
$23% © [ Anintedanib)BRIPFIEAR R E R G B MREL EEGREMERER  BEER
) e REBNERSSHEARABEREERA @ BRERARAEINME RSB RS
MIZRMER - BEERV) o
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M8 © IPFRASHEERIZA AR 7

EIPFRAZ @B mERNRE SRS INERIMIARE HE - 28 L5 FraofmiE - LIFb
PR EFELVEE £ SR EMHRE S BRI NIERIINEEL « MaHELE) s imieLE
VR R AR EAR CBFRRIPFH B IZaVm A2 HE - JI ARSI EER ARNENEZ S
Mo AT/ NEEIAMMRNERER - ORBENFMEEEN, QEFERERG SRR

AIEEF BRI QMEEREARAR S RICBRERBAZHN X BT EERARLH
carboplatin FIEIFRLITERYY 5 Q)EIPFRAZ BB R NEZIERIEHEZEY) N E RlpE
MEBBR - FELUME-Lung 13 BRREIRFRIE/NEMIEIE ZRaEEY  FH
nintedanib £ docetaxel FENLZEHEL docetaxel HIHAEBRENMEEIZER (median
3.4 months vs 2.7 months; HR = 0.79, P= 0.0019) » % LAZEE72EHIE » B4 nintedanib B2
docetaxel FEIREE 75 (median 12.6 months vs 10.3 months ; HR = 0.83, P= 0.0359) * 1£2
BEJE/ N B2 Z= Bl (median 10.1 months vs 9.1 months ; HR = 0.94, P= 0.2720) %2 »
A& ERAIAE R » nintedanibft A docetaxel E A4 BN 229 & 18 BEMAR AT /E A IRIEHI
e THRAER e
23 - BIPFRAZEEMENANEZERMEEZEY (B RGNERSER  BBRSERV) - B

BRI FE# KA BRIV AS R B IR AR BT ED A 5% T&tzau&ﬂﬁﬂ%ﬁ@ﬁ,\/mﬁﬁm
TIEEEZAE R EARBIPFNEEEHEABAETEE » I B REFKBE S SR EKREH
B Z= T RS T -
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sEFNEEE

EMBREE EFOBARILA MIRTHR ARVEFER - MIPaERR © MRS EENR
SRASEMBRLES » LEATRANRES OEMGH LT - WERERRES
KEAME - AIAESFTK - FNFEERLETRE AV IRER AR -

IPF /A AT HIR AN LR R iR B R Z0a %K - REAEABAEEYAIBEER
IR PR 6 K iz (BIEFAESRIRIERMRAE - Fi B IPFRALER B EEAEER MR
TEE) S EIENAE FREERS (ambulatory setting) BAP9z2 BEENETsRTE B 48/~ (advanced
directives) K ER# BRERVZERE > MHE IPF MEMRERNREA @ AIEE B TREEE -
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B AR R Y ER PR iR Az

HIPFRAETERABYNEBRANRKRER - SN MERBCEHNEE - 28
HRIRSBOAESI R HHRIE - ol FHIRIER AW SHE R BRI BNm A B B S RIRIT
WEEA e T EERGRIEN - BiElEEE " -

BB R

G R AL A AL R SRR AR A « ITheskR il L « HROTEE R4 L2

R AT IHAETER -

EmEAE - BT —IEEM LR R AR EAL

o M T R F R R R T4 -

o SLEDERREE © FVC Y EWE IS E T -

o SLELEHIIAE - Dloo BB (K MATEERE)SE M BT -

G e HRCT BERMAE (LI B BT, - e
. EHBYL

o AWEEETAT -

P E TR SRR KRR REIETRGE T ANTEE ) - Bt
N E—HE TN RS E  BEE LRSS (AT
BRI S SUN A EER T B 445 0 R P94 (UCSD-SOB Q)3 B R o7 i T BT 1
R AZES) o E BB SRS B A4S R T  FVCHBHE IR 0% B L (/4 LB

DLco##1t) » SDLcofB¥I{EHIR15% R (B /EHEFVCE(L) /R T R —IRE RIS
1F o BEEMERA - TAERERBB(CHERR o FVC/\IE((G-10%)B#E B iFENEr e

RS T — - B I A HEET VG R DLool HIr o SR LS T B B (S
B(VIREE - (BHIRFVCIEHLIBE< 5%E Dleofh< 10%HEIBERTIRITE - 18
IBRHE L T E ST AR A BN TR REEE S - TS » SR SLARELAS
£I6(8 5 A5 - (B RIEDIARMAHIER « ARERYEE CWRES(L o 75T
(ERFRELAI IR -

EERBHE  WIRAE R REEEARRE R AEENST - BEEE
R+ W RO SR A (L BT AR TR LU RN AL - BB HIPFRS AEATHY
R E B R A BESABRTER ¢ 7EAD\ SUBR IR 8 o FE T AR SR 25 1 S R4 B IPFAS A
o EFVC AT REBAA00EF | FVCIREEER AR ARG MARE RN -
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HEEMEME REGF MEIK= BN Lt S EHKDLBH EN T - (BRI
BIFRERET @ Dlooi@ ¥ BN NE A AFRRIERNZEKE - SLIRERMMES » ALETE
(longitudinal) ;B 8 E At B RF1A BB 228418 (AN TLC ~ P(A-a)o)) LABMWT B BEZERIRE - ALt
RFE RN EZA N RN ERNEARMER - RN IRTREEI R MY (exercise intolerance)dy5s
A BEORIeMWTHARI RV M EEEANE FRER R Al BB R AR N EREREENTE XK - BA
IARBERBHREWHF 2 MRB) AR S W MIheE TR EEES LN E - BRAIRE
=—EBETERF - BENMEESZEFVCHAIE[E @ RItEBERFVCHE L ATsEAE
RIIABALIRAISEIEIR - ZEIBIER T » RRFEVRIFVCAIDLcoRY A R BE B BN R = LAY
A& -

KIEE|IZZEFVC KDL fEMRATS/ERSHIIRYE R E EfRIETT - — MK E3ZRIeEARE—
XFVCHIDLoof ERERNFREEAEESE  BALRBERIRABAZMB(HEAT
BEANE I CAUERA IR FR RSB ERRIVER o B Bl IE N 5@~ A 2FVCHIDLeo
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